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IOBEHWUNbHbLIN APTPUT C CUCTEMHbIM HAYATNOM

METOAONOMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
KasaTenbCcTB
Mounck B anekTpoHHbIX 6a3ax gaHHbIX.

OnucaHue MeTOO0B, UCNONIL3OBAHHbLIX A5 OLLEHKU
KayecTBa M CUIbl AO0Ka3aTeNnbCTB

[lokasatenbHon 6a3on ons pekoMeHgauun SBnsoTCS
nybnukauum, Bowepwme B KoxpenHoBckyto 6ubnuoteky,
6a3bl gaHHbIx EMBASE, MEDLINE n PubMed. Mmy6uHa no-
ncka — Sner.

MeToabl, ncnonb3oBaHHbIe AN OLLEHKU KayecTBa
M CUnbl AOKa3aTenbCTB:
= KOHCeHCYC 3KCnepToB.
= OueHKa 3Ha4YMMOCTV B COOTBETCTBUWN C PENTUHIOBOW
CXEeMO.

MeToab!, Ucnonb3oBaHHbIE Ans aHan13a AoKa3aTesNbCTB:
< (0630pbl 0Ny6IMKOBaHHLIX METaaHanM3oB
= CucremaTnyeckme 0630pbl ¢ Tabnmuamm 4oKa3aTensCTB.

OnucaHve mMeTOAOB, UCMONMb30BaHHLIX AN aHanu-
3a gokKasaTenbCcTB

Mpn oTbope nybrmkaumi Kak noTeHuManbHbIX WUC-
TOYHMKOB [0Ka3aTenbCTB NCMNOMb30BaHHas B KaX4oM uc-
CnefoBaHNM METOJOMNOrMS u3yvaetcs AN TOro, YToObl
ybeanTbCs B ee BanUAHOCTU. PesynbTaT n3yyeHus BnmsieT
Ha ypoBeHb [oka3aTenbCTB, NpuUcBanBaeMbli nybnuka-
LKW, YTO B CBOIO 0Yepeab BMMSAET Ha CuNy pekomMeH4aumn.

Ona MyuHMMM3aumMn noTeHumManbHbIX OWMBOK Kaxaoe
nccnefoBaHve oOLeHWBanoch Hesasucumo. Jliobble pas-
nnumnsa B oueHkax obcyxaanucb Bcew rpynmnon aBTopoB B
nosiHoMm coctaBe. [1py HEBO3MOXHOCTU AOCTMXKEHNS KOH-
CeHcyca npuBnekancs He3aBUCUMbIN SKCMEPT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMM
KMMHWYECKUX peKoMeHaaLMiA.

MeToabl, ucnonb3oBaHHbIE ANs opMynMpoBaHUs
peKomeHaauumn
= KoHCceHcyc aKkcnepToB.

MHpukaTopbl [OOpoOKauyeCcTBEHHOW MPAKTUKMU
(Good Practice Points, GPPs)

PekomeHgyemas gobpokayecTBeHHas npaktnka 6asu-
pyeTcs Ha KIIMHWYECKOM OnMblTe aBTOPOB pa3paboTaHHbIX
pekomeHaauunn.

JKOHOMMYECKUI aHanu3
AHanus CTOMMOCTU He NpoBOAUNCS U nybnukaummn no
hapmako3KOHOMMKE He aHanM3npoBasuch.

8

Metop Banugusauum pekomeHgaumm
« BHelHss akcnepTHas oLeHKa.
= BHyTpeHHss aKCcnepTHast oLleHKa.

OnucaHue meToAa BanvaM3auum pekomeHaauum

HacTtosiwme pekomeHgauum B npeaBapuTenbHON
Bepcun ObINn peueH3npoBaHbl HE3aBUCKMMbIMU JKC-
neptamu, KOTOpPbIX MPexXAe BCero npocuriv npoKoMm-
MEHTMPOBATb, HAaCKOMNbKO AOCTYMNHAa ANA NOHUMaHUS
MHTepnpeTauns gokasaTenbCcTB, fnexauias B OCHOBEe
pekoMeHaauunn.

OT Bpayen nNepBMYHOrO 3BEHAa — AETCKUX peBMaTo-
NOroB — MOMy4eHbl KOMMEHTapuM B OTHOLLEHUWN OOXOA-
YMBOCTU U3NOXKEHUSI [AHHbIX PEKOMEHZALMA, a TaKKe UX
OLEeHKa Ba)XHOCTMW MpeanaraeMbix pPeKkoMeHAauMin Kak
WHCTPYMEHTa NOBCEQHEBHON NPAKTUKMU.

Bce koMMeHTapuu, NosyyYeHHble OT 3KCMepToB, TLUa-
TeNIbHO CMCTEMaTM3MpOBanMCb M obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaumn). Kaxgeln
NyHKT 06cyxaancs B OTAENbHOCTY.

KoHcynbTauus n akcnepTHas oLeHKa

MpoekT pekomeHgauun Gbin peLeH3MpoBaH He3aBu-
CMMbIMM 3KCNepTamu, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATb [0XOAYMBOCTb M TOYHOCTb MHTEP-
npetauum [okasatenbHoW 6asbl, nexaien B OCHOBE pe-
KoMeHgauun.

Pa6ouas rpynna

[nsi okoHYaTenbHOWN pefakunM U KOHTPOns kade-
CTBa pekoMeHZaumMu Bbinu NOBTOPHO MpoaHanuanpo-
BaHbl YneHamu paboyeit rpynnbl, KOTOpPblE MPULLIM
K 3aKIOYEHU0, YTO BCE 3aMeYaHUs U KOMMEHTapuu
3KCMEPTOB NPUHATHI BO BHAMaHWe, PUCK cucTemMaTmye-
CKMX OLIMBOK Npu paspaboTke pekoMeHAaUWn cBedeH
K MUHUMYMY.

OcHOBHble pekoMeHAauu

YpOBHM [0Ka3aTesIbHOCTV MUCMOMNb3yeEMbIX MeOULNH-
CKUX TEXHOMOTMI MO onpedeneHuto LleHTpa gokasartens-
HoW MeauLmnHbl OKCopACKOro yHuBepcuTeTa:

Knacc (yposeHb) | (A) — Gonblive OBOMHbIE Crenble
nnaueboKoHTPONUpyeMblE  UCCIeL0BaHWs, a Takke AaH-
Hble, MOMyYeHHbIe MPU MeTaaHann3e HECKOMbKMX paHOo-
MU3MPOBaHHbLIX KOHTPONUPYEMbIX UCCIELOBAHWUNA.

Knacc (yposenb) 1l (B) — Hebonblune paHAOMU3NPO-
BaHHbIE M KOHTPONMPYEMbIE WCCNEAOBaHUs, MPU KOTOPbIX
CTaTUCTWYECKME AaHHble NOCTPOEHbl Ha HEBOMbLIOM YumC-
ne GOMbHbIX.

Knacc (yposenb) Il (C) — HepaHOOMU3MPOBaAHHbIE
KMUHUYECKNE WCCNEefoBaHWs Ha OrpaHNYeHHOM KOoJnye-
CTBE NaLUMEHTOB.

Knacc (yposeHb) IV (D) — BbipaboTka rpynnon akcnep-
TOB KOHCEHCYyCca Mo onpefeneHHon npobneme.




IOBEHUNbHbLIA APTPUT C CUCTEMHbLIM HAYANIOM

OMPEOENEHWE

FOBEHMWIbHLI apTPUT C CUCTEMHBIM Ha4yanoM — 3TO
apTpuT ogHOro n bonee CyctaBoB, COMPOBOXAAKLLMIACS
(vnn ¢ npedLecTBytoLENn) OKYMEHTUPOBAHHON nepemMe-
XaroLencsa NMXopagKkon NPOLOIMKUTENIbHOCTBIO HE MeHee
3 [OHel B Te4eHUe MUHUMYM 2 HELEMb B COYETAHWUN C 0f-
HUM MK 6ornee 13 NepevncrneHHbIX NPU3HaKOB:
= KpaTKOBpEMEHHasi (neTydyas)apuTeMaTo3Has Chbirb;
= reHepanuaoBaHHas nMMmdageHonaTums;
< renatomeranusi u/vnm cnreHomeranus;
= CeposuT (mepukapauT, U/unu NNespuT, U/Mnun nepu-

TOHUT).

CUHOHUMBI: cUCMEMHBbIU H8EHUNbHbIU uduonamuye-
cKul apmpum.

Koa no MKB-10
M08.2 KOHoLleckuin (FOBEHWUMbHbIN) apTpUT C CUCTEM-
HbIM Ha4Yanom.

ANMUAEMUONOInA

Ha ponto 1oBEHUNBbHOIO apTpuUTa C CUCTEMHLIM Ha-
yanom npuxogmtcs 10-20% Bcex cnyyaes 3abonesaHus
OHOLLIECKM apTpuToM. PasBuBaeTcsi B ntobom Bo3pacTe.
Manb4mkn 1 geBoYkn 6onetoT ¢ OAMHaAKOBOM YaCcTOTOMN.

ATNONOIrnAa N NATOrEHE3

FOBEHWIbBHbLIN apTPUT C CUCTEMHBIM Ha4yanoM B HACTOSI-
Lee BpemMs paccmaTpuBaeTcs B OOMblUEN CTEMNEHU He Kak
ayTOMMMYHHOE, a KaK ayToBocnanutensHoe 3aboneBaHue.
B ero passutuu BeayLlylo POSib UIPaeT aKkTUBaLMUS BPOX-
[OEHHOro UMMyHWTeTa. OPEeKTOPHbIMU KneTkaMy SBMSHOT-
c4 Makpodarn 1 HenTpodunbl. AyToaHTuTENa He BbISBIS-
totcs. [1ns toHoLLecKoro apTputa ¢ CUCTEMHbIM HavarnoM
XapaKTepHO OTCYTCTBUE CBHA3M C [MaBHbIM KOMMIEKCOM
ructocoemectumoctn knacca Il (MHC Il). B natoreHese LeH-
TpanbHYl0 PONb UrpatT akTUBaLMS WMMYHHOW CUCTEMBI,
NPOAYKLMS NpoBOCNanuUTeNbHbIX LMTOKMHOB aKTUBUPO-
BaHHbIMU T fumdouutamn K1 makpodaramm 1 passutme
XPOHMYECKOTro BocnaneHusi. MHorue knuHuyeckue v nabo-
paTopHble MNposiBrieHnst 6onesHyn obyCrnoBneHbl BbICOKUM
ypoBHeM wuHTepnienkuHa (WI1) 6 kak B CbIBOPOTKE KPOBW,
Tak U B CYHOBMANbHOW XXWOKOCTM BCNEACTBME aKTMBaLMMK
MeXaHu3ma BPOXAEeHHOro MMMyHuTeTa. C runepnpogykum-
en WUIT 6 cBa3bIBalOT pasBuTE TaKUX BHECYCTABHbIX MPOSIB-
NEHWIA, KaK nuxopagka v TpombounTos. W 6 ctumynupyet
npoayKuuto renatountamm 6enkoB ocTpor ¢hasbl Bocna-
nennsi (C-peakTuBHbIA Benok 1 amunong A, rantornobuH,
hnBpUHOreH), a Takke KOHKYPEHTHO MHIMOMPYET CUHTES
anbbymmHa n TpaHcdeppuHa. UJ1 6 ctumynmpyeT cekpeLmo
renatouMTaMun rencuanHa, KOTopbIA YMeHbLIaeT BCachlBa-
HMe Xenesa B KULLIEYHUKE U UHIMBUpYyeT ero BbICBOBOX-
JeHune 13 MakpodaroB, YTO ABMSETCS MPUYMHON Pa3BUTUSA
deduunTa xenesa ans 3puTponoa3a u passutus aHemun. B

MOBbILLEHHbIX KOHLeHTpaumsx WJ1 6 6rnokvpyeT BblpaboTKy
a[lpEHOKOPTUKOTPOMHOTO FOPMOHa, KOPTM30ra Y ropMoHa
poCTa, YTO NPMBOAMWT y AETEN C IOHOLIECKUM apTpUTOM C
CUCTEMHBbIM Hayanom K pasBUTWIO YCTanoCTW, COHMMBOCTY,
Jenpeccumn, a Takke KOrHUTMBHBIM PacCTpoCcTBam U OT-
CTaBaHWo B pocTe. C akTUBHOCTbIO 3TOMO LMTOKMHA Takke
accouumpyeTcs pasBUTME aMunomao3a — rPO3HOro OC-
NOXHeHust 3aboneBaHus.

KNACCUDUKALINA

AmepukaHckas konnerus peematonoros (ACR, 2011)

BblAenser:

= 0OBEHWIIbHbIA apTPUT C CUCTEMHBIM Havanom 6e3 ak-
TUBHOTO CyCTaBHOIO CUHAPOMA;

© |0BEHMWIIbHbIN apTPUT C CUCTEMHBIM Ha4yanoM C aKTMB-
HbIM CyCTaBHbIM CUMHAPOMOM 6€3 aKTUBHbIX CUCTEM-
HbIX NPOSABNEHUN.

KNWHUWYECKAA KAPTUHA

Hayano OCTpOoe mnn nogocTpoe.

BHecyCTaBHbIe nposBrieHnsA

Jluxopadka. TemnepaTypa Tena nogHumaetcs = 39 °C
OLHOKpAaTHO Unu ABaxael B AeHb B toboe Bpems OHS,
HO valle Brvke K Beyepy; COMPOBOXAAETCS NPOSMBHBLIM
NnoTOM, PeAKo 03HOOOM; BbICTPO HOpManM3yeTcs Unn
OMYCKaEeTCH HMXKE HOpMaribHbIX 3HAYE€HWUN, 0COBEHHO B
paHHWe yTpeHHue Yackl. B gebiote GonesHun nuxopagka
MOXET He HOCUTb TUMUYHOIO ANS FOHOLLECKOro apTpuTa
C CUCTEMHBbIM Hayanom xapaktepa. Ha BbicoTe nMxopagku
et cebs nnoxo YyBCTBYHOT, MPU CHXEHUU TEMMNepaTypbl
Tena caMmo4yBCTBME HOPManu3yeTcs.

Cbinb — NSTHUCTas U/MNW NATHUCTO-NAanynesHas, nu-
HENHas, peaKko ypTvkapHas unu remopparuyeckas (npu
remocharoyutapHoM cuHgpome). Pasmep nateH gocturaet
2-5 mM. lMsATHa 0BbIMHO OKpPYKeHbI BrnegHbIM 0004KOM,
B LIEHTpE 3nemeHToB Gonee KpynHoro pasmepa opmu-
pyeTcsa ovar npocsetneHus. Cbinb HE COMPOBOXAAETCH
3y[OM, HecToWKasi; NosIBMSEeTCH U UcyesaeT, He OCTaBnss
cnepa, B TEYEHWEe KOPOTKOrO BPEMEHU; yCUIMBAETCS Ha
BbICOTE NMXOPAAKW; FOKanM3yeTcss NPeuMyLLECTBEHHO B
obnactu cycTtaBoB, Ha nuue, GOKOBbLIX MOBEPXHOCTSX TY-
noBwLLa, AroamLax U KOHEYHOCTSIX.

Backynum. Kak npaBuno, passuBaeTcs nafoHHbIA W/
WNW NOAOLLBEHHBIA Kanunnsaput, obycnosnueaowmn Lma-
HOTUYHYIO OKpacKy nafoHeW M CTOoM, KMPaMOPHOCTb» KOX-
HbIX MOKPOBOB. BO3MOXHbI NOKanbHble aHMMOHEBPOTUYE-
CKMe OTEKW, Yalle nokanumayrowmecs B 06nactv KUCTu.

JlumgpadeHonamus. B BonblIMHCTBE CIy4YaeB BbIsIB-
NSeTCs yBenmyeHne numdaTuyecknx y3rnoB MpPakTUYECKM
BCex rpynn o 4-6 cm B gnameTpe. Jiumdatndeckue yansl,
Kak npaBuno, noasuxHble, 6e360nesHeHHble, He CnasiH-
Hble Mexay cobon 1 ¢ noanexawuMm TKaHSMU, MSArKo-
WY NNOTHO3NACTUYECKON KOHCUCTEHLIMN.




PEBMATUYECKUE BEONE3HU Y OETEU

MopaxeHue cepdua. MNMepukapauT pasBuBaeTcsl B
GonbLIMHCTBE CnyyaeB y AeTew cTapluero Bo3pacta BHe
3aBMCUMOCTM OT Mofawu Bo3pacTa npu Havane 3abone-
BaHNA U TSXKECTW CyCTaBHOro cuHapoma. lepukapaunt
MOXET npefLlwecTBoBaTb MaHuecTauun aptpuTa: Kak
npaBumno, OH pa3BMBaeTCA Ha BbiCOTe 06OCTPeHMs Cu-
CTEMHbIX MpPOSIBNEHU B Ntobble cpokn 6onesHn. Onu-
TenbHOCTb danu3ofa coctaenset oT 1 oo 8 Hegensb. lMe-
puyKapauT YacTo npotekaeT 6eCCUMNTOMHO, HO MOXeT
conpoBoXAaTbCs OAblLKONW, Bonbko B obnactu cepaua,
YCUMMBAKOLWLENCS B FrOPU3OHTANbHOM MOMOXEHUN U UP-
paaumpylowen B CNuHy, nneyu, weto. MNpu puankansHOM
OCMOTPE BbISIBNAIOTCS NPUIMYLIEHHOCTb CepAeYHbIX TO-
HOB, Taxukapaus, pacluMpeHne rpaHuL, OTHOCUTENb-
HOW CepAeyHON TynoCTwW, WyM TpeHusa nepukapga. B
OoNnbLIMHCTBE Cry4YaeB NepukapauT HE COMPOBOXAAET-
CSl CHWXXEHMeM BonbTaxa 3yOLoB, NOABEMOM CErMEH-
Ta ST, nHBepcuen 3ybua T Ha anekTpokapauorpamme
(3KT) n gnarHoctupyeTcs TONMbKO Npu axokapauorpadum
(OxoKT). TamnoHaga cepgua— penkoe, HO cepbesHoe
OCNOXHeHne nepukapguta. XpOHUYECKUIN PeCTPUKTUB-
HbIV NepUKapanT BO3HUKAET peaKo.

MuokapOdum pasBuBaeTCA 3HAYUTENBHO pexe, Yem
nepukapauT, MOXET COMpOBOXAATbCS Kapauomeranuen
N cepaeyHoN He4OCTaTOYHOCThIO.

OHOokapOum He TUNMYeH ANS IOHOLIECKOro apTpuTa c
CUCTEMHbIM Ha4arom.

lMopaxeHue neakux. NopaxeHne NapeHXxMMbl Nerkmnx
Habnopaetcs peako. Mnesput 06bIYHO pa3BuBaeTCcs B CO-
YyeTaHWn C NepukapamMToM, 4acTo HOCUT 6ECCUMNTOMHbIN
XapakTep W QuarHocTUpyeTcs Npu pagumonornyeckoM mc-
CnefoBaHUMN NErkmx.

lMopaxeHue ne4yeHu u ceneseHku. CrnneHomeranus
Haunbornee BbipaxeHa B nepBble rofbl 3abonesaHus. Yee-
NUYEHNE CENe3eHKN MOXET OblTb 3HAYUTENbHBIM, HO MpU
3TOM He COMpOBOXAATbCA HelTponeHnen. fenatomeranus
pa3BuBaeTCs pexe, 4eMm cnneHomeranus. lNporpeccupy-
loLLee yBenMyeHne pasmMepoB MeYeHU XxapakTepHo Ans
BTOPMYHOIO aMuonMao3a.

CuHOpom akmueauyuu Makpoghazoe (2emoghazoyu-
mapHbIli cuHdpom). CocTosHne pebeHka pesko yxya-
waetcs. Jlmxopagka HocuT hebpunbHbIi Xapaktep. Ha
KOXe nosiBnsieTcs remopparvyeckas cbinb. MoryT BO3HU-
KaTb KpOBOTEYEHMs1 U3 Crnm3ucTeix obonoyek. HapacratoT
numdageHonaTtus, renatocnneHomeranusa. PasBuBatoTCs
MofMopraHHasi HegoCTaTOYHOCTb, HapyLIEHNe CO3HaHWs,
koMa. Mpu nabopaTopHbIX WCCNEedOBaHUAX B KIMHUYeE-
CKOM aHamnuse KpoBWM — TPOMOOLMTONEHUS, NeNKoneHus,
apuTponenusi, cHmkeHne COJ; B Buoxmmmyeckom aHa-
nn3e KpOBU — MOBbILLEHWNE KOHLEHTpauUMn gepputiHa,
TPUrMULEPUOOB, TpaHCaMUHa3; B KoarynorpaMme — ro-
BbILUEHME codepxaHus ubprHoreHa M MPOOYKTOB Ae-
rpagauum ombprHa (paHHUI SOKNMHUYECKUA MPU3HaK),
CHWXEHME KOHLeHTpaumMn (hakTopoB CBEPTbIBAHWS KPOBU
I, VI, X; B nyHKTaTe€ KOCTHOrO MO3ra — 0O5bLIOE YMCIIO
Makpodaros, harouUTUpYOLWMX reMono3aTUYeckne Knet-
Kn. [Mpu TSHKENOM HEKOHTPONMPYEMOM TeYEeHUU BO3MO-
XEH neTanbHbIA UCXOA.

CycTtaBHON CUHAPOM

lMopaxeHue cycmagos. Y GOMbLUIMHCTBA NALUMEHTOB
passmBaeTca nonuaptpuT. Hanbonee yacto B npouecc
BOBIEKAKOTCA NMy4ye3ansiCTHbIE, KONIEHHbIE U FONIeHOCTOoN-
Hble cycTaBbl. bonee yem y 50% GonbHbIX Mopa)aeTcs
TakXe LUeNHbIN 0TAen NO3BOHOYHMKA, MerKue CycTaBbl
KMCTEN N YenioCTHO-BUCOYHbIE CyCTaBbl. B gebiote 6o-
ne3Hn CyCTaBHOMW CUHOPOM MOXET OblTb MUHUMAmb-
HbIM, €r0 pacnpoCTPaHEHHOCTb HapacTaeT B TeyeHue
HEeCKOIbKuNX MecsleB. B psge cnyyaeB Ha NpoTsXeHun
HECKOMbKMX MeCSLEB, a MHOTAA NeT, CyCTaBHOW CUHOPOM
He BbIpaXXeH 1 NposIBNSETCH apTpanmamu. B oTaenbHbIX
Cly4dasix pa3BMBaETCA TSHKENbIA NOMMApPTPUT, KOTOPLIN
XapakTepuayeTcs pPe3nCTEHTHOCTbI0O K MPOTUBOpPEBMA-
TUYECKOW Tepanuum M BblpaXeHHON (YHKLMOHANbHON
HE[OCTAaTOMHOCTbIO  CYCTaBoB. Y MaUMEHTOB C nonuvap-
TPUTOM HEPELKO pa3BUBAKTCSH TEHOCUMHOBUTBI U CUHO-
BManbHbIE KUCTHI,

MopaxeHue wmblwy. Mnanrmm 4acTo BO3HMKAKOT Ha
BbICOTE aKTMBHOCTW CUCTEMHBIX MPOSIBIIEHWIA; MO BbIpa-
XXEHHOCTM BOMEeBOro CMHApoOMa NpPeBoOCXoasaT apTput. Y
HEKOTOPbIX NauMeHTOB HabnaaeTcs MUO3UT C OTEKOM
MbILLL, 60OMbto, MOBBILEHNEM KOHLUEHTpauun QepMeHTOB
MbILLEYHOro pacnaga B KpOBU U TUMUYHBIMU NPOSABMEHM-
MW, OBHapyXvWBaemblMi MPU MarHUTHO-PE3OHAHCHOM
nccnegosaHum (MPT).

TEYEHME

Y 40% nauueHToB HabnogaeTcs MOHOLMKNMYeckoe
TeueHue 6onesHn. MpubnuauntensHo y 10% naumeHToB
TeyeHne 6onesHn nonuumknuyeckoe. OHO xapaktepw-
3yeTcs annM3o4amMu akTUBHOCTM GonesHn u neprogamu
CMOHTaHHOM pemuccun. Y 50% peTtein oTMeYaeTcs nepcu-
cTupylollee TeveHne 3aboneBaHusl, xapakTepuayLleecs
nporpeccupyowyM nonuapTpUToM M (QYHKUUOHANLHOW
HeJocTaToyHOCTbI. Pemuccnsa koHcTatupyetcay 1/3
OOnbHbIX.

OCJIOXKHEHUA

HdonrocpoyHble OCNOXHEHUS:
3agepxka pocrTa;

aMunongos;

0CTEONOopPO3;

KOKCapTpos.

AUWATHOCTUKA

JTabopaTopHbIie uccnegoBaHuA

Knuxu4yeckuii aHanus kposu: nemnkoumtos (>30-50 x
10°%/n) ¢ HeNTPOMUNBHLIM COBUroM BreBo (Ao 25-30%
nanoykosaepHbIX NENKOUMUTOB, MHOT4A A0 MUENoUUTOB),
nosbiweHne COI (go 100 Mm/Y, MHOrAa BbIWE), TMMOXPOM-
Has aHemus, TpombouuTos (>1000 x 10%/n).
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Buoxumuyeckuli u ummyHono2u4yeckuli aHaau3bl
Kpoeu: noBbilleHne KoHLeHTpauun C-peakTuBHoro 6ernka
(CPB), IgM, IgG, dbeppuTurHa.

MHCprMeHTaHbeIe nccnegoBaHud

PeHmzeHozpaghusi cycmaeos. VIameHeHNs XpsiLLeBOn
N KOCTHON TKaHW BbISIBMSKOTCS Y 6ONbLWIMHCTBA NALMEHTOB.
Mpwn peHTreHonormueckom obcnenoBaHum vepes 2 roga
oT nebiota 6onesnn y 30% naumeHToB 0BHaPYXMBAKOT Cy-
XEHWe cycTaBHbIX Lienen, y 35% — aposun, y 10% — Ha-
pyLleHne pocTa KocTei. PaHHMe peHTreHonornyeckne ns-
MEHEHUs1 Pa3BMBAIOTCH B Nyye3ansiCTHbIX, Ta306e4peHHbIX
M nneyeBblx cyctaBax. Yepes 6,5 nety 39% nauneHToB Bbl-
ABNSETCS CYXKEHWEe CyCTaBHbIX Wenew, y 64% — apo3uu,
y 25% — HapyLweHne pocTta kocTen. [1pu arpeccMBHOM
TEYEHMMN HOHOLLIECKOro apTpuTa C CUCTEMHbIM Havanom
pa3BuBaeTCH aHKWNO3 B Ny4ye3ansiCTHbIX 1 anodm3asnbHbIX
CyCTaBax LUENHOro OTAena No3BOHOYHMKA, a Takxe acen-
TUYECKNIA HEKPO3 Ta306eJpEHHbIX CYCTaBOB.

OKT. TMpun Hanuunm MuokapanTa — NpPU3HaKn nepe-
rPY3Ku NEBbIX W/MNX NpaBbIX OTAENOB cepAaua, HapyLle-
HVWE KOPOHAPHOro KpOoBOOOpaLLEeHWs, NOBbILIEHWE AaBne-
HWUS B CUCTEME NMETOYHON apTepun.

AxoKI. Tlpn MunokapauTe BbISBNAETCA OunaTtauums
NEeBOro xenygouka, CHUXeHue gpakuun Beibpoca ne-
BOTO XeNyAo4ka, runokMHe3ns 3agHen CTEHKW NIEBOro
Xenygoudka u/unu MexkenyaoykoBoW Meperoponku;
aopTuUT, NPU3HaKN OTHOCUTENbHOW HefoCTaTOYHOCTU
MUTPanbHOro, aopTanbHOr0 U/MNu TPUKyCnnaanbHOro
KrnanaHoB, NOBbILLEeHWE faBMeHns B NerovyHomn aprte-
puu. MNpn nepukapgute — cenapayus IUCTKOB ne-
pukapga, Hanu4ne cBO6OAHOM XNOKOCTU B NOMOCTU
nepukapga.

Y3/ opzaHoe 6prowHoOU mosiocmu: yBenuyeHne pas-
MEpPOB U U3MEHEHUS MapeHXUMbl MeYeHU U CeneseHku,
numdageHonaTus.

PeumeeHonozuyeckoe u KT-uccnedoeaHue opeaHoe
epydHou knemku. MNpy MMoKapanTe — yBeNMYeHne pas-
MepOoB cepAlia 3a CYeT NEeBbIX OTAENOB (pexe ToTanbHoE),
yBeNMyeHne KapamoTopakanbHoro MHAEKCa, ycuneHme
COCYAUCTO-UHTEPCTULMANBHOIO PUCYHKA NErkux NATHU-
CTO-A4YENCTOro xapaktepa, o4aroBonoAobHbIe TEHW.
Mpwn unbposmpyiowem anbBeOnNuUTe: Ha paHHUX cTagu-
X — ycuneHve n pedopmauus Nero4yHoro pucyHka,
npu NPOrpeccupoBaHn — TAXKUCTbIE YNNOTHEHUS, d4e-
UCTble MPOCBETNEHUS; DOPMUPYETCA KapTUHA «COTOBO-
ro» Nerkoro.

KPUTEPUUN OUATHOCTUKU

FOBEHMbHBIV apTpUT C CUCTEMHLIM Hayarom ycTa-
HaBMBaETCA MPW HanMyuM apTpuTa ogHoro U Gonee
CyCTaBOB, COMPOBOXAAwLIerocs (UnuM C npeawecTByio-
Len) LOKYMEHTMPOBAHHOW Mepemexarolencs nixopaga-
KOV NpOOOMKXUTENBHOCTBIO HE MeHee 3 AHEN B TeueHue
MWUHUMYM 2 Hefelb B COMeTaHuu ¢ ogHuM unu bonee 13
NepeYnCreHHbIX MPU3HAKOB:

KpaTKOBPEMEHHasi (neTyyas)aputeMaTo3Hasi Cbirb;

reHepanv3oBaHHas numdageHonaTums;

renatoMeranusi W/unu cnrneHomeranus;

ceposnT (MepvkapauT, u/vnv NnespuT, u/vnu NepuTo-

HUT).

[lmarHo3 toHOLEeCKOro apTpuTa c CUCTEMHBIM Ha4arnom

He Moxem Obimb ycmaHo8/1eH NPU HANNYNK:

= copuasa (B TOM Y1Clle B aHaMHe3e) y nauueHTa unm
€ro poACTBEHHMKOB MEPBOW NMUHUU POACTBA (poanTe-
nu, cnbenl);

= apTpuTa, accoummnpoBaHHoro ¢ HLA-B27, y manbynkoB
B BO3pacTe cTaplle 6 ner;

= aHKMNO3WPYIOLWero CrnoHAWNuUTa; apTputa, accouumu-
POBAHHOIO C 9HTE3UTOM; CaKpounemTa B COYETaHun C
BOCManUTENbHbIMK 3a00NEBAHNAMMN KULLIEYHWKA; CUH-
Apoma PeitTepa; ocTporo nepefHero ysewTa uUnuv oa-
HOro 13 3Tux 3aboneBaHuin y POACTBEHHNKOB NEPBOWA
NUHWN POACTBA;

= nonoxutenbHoro P® knacca IgM MuUHMMYM B 2 nipo-

6ax, B3aTbIX C MHTEPBANOM HE MeHee 3 MeCcsLEB.

AuppeperHyuanbHbili AuazHO3 NpPoOBOAST CO creayto-
MMM 3a00neBaHNAMMU:
GakTepuanbHbIi S3HOOKAPANT;
ocTpasi peBMaThyeckasi MMXopagakKa;
6onesHb Kollayben LapanvHbl;
6onesHb Jlanma (6oppennos);
MUKOMNasMeHHas MHeKLMs 1 ap.;
HenpobnacTtoma;
CUCTEMHAs KpacHasi BONYaHKa;
0epMaTOMUO3NT;
y3enKoBhbI/i NMOMapTepPUnT,;
bonesHb KaBacaku;
ayToBocnanuTenbHble CUHOPOMbI;
capkongos;
6onesHb KactenbmaHa;
BOCManuTenbHble 3ab60neBaHNs KULIEYHUKa.

NMPUMEPbI OUATHO30B

< [Ipumep Ne 1. KOHOWeECKUA apTPUT C CUCTEMHLIM Ha-
Yarnom, Hu3Kkast akTUBHOCTb.

< [Ipumep Ne 2. FOHOLIECKMIA apTPUT C CUCTEMHbIM Hava-
1IOM, BbICOKasl akTMBHOCTb. eModparoumTapHbIi CUH-
OPOM.

NEYEHUE

HemepgukameHTO3HOE neyeHune

Pexxum. B nepunoabl oboctpenus 3abonesaHus crie-
OyeT orpaHuYMBaTh ABUraTenbHbIN pexum pebeHka.
MonHas UMMOGMNM3aLMSA CYCTaBOB C HaNOXEHUEM NaH-
reT nNpoTMBOMOKa3aHa, MOCKOMbKy 3TO cnocobctyeT
pPa3BUTUIO KOHTPaKTYp, aTpoun MbILLEYHON TKaHMU,
ycyrybneHuio octeonoposa, ObICTPOMY pa3BUTUIO aH-
kunosa. dusmyeckne ynpaxHeHusi cnocobCcTByOT CO-

11




PEBMATUYECKUE BEONE3HU Y OETEU

XpaHeHuo GYyHKLMOHANbHOW aKTUBHOCTWU CYCTaBOB.
MNMonesHbl e3ga Ha Benocunege, nnaBaHue, MPOTYIIKK.
Ber, MpbDKKW, aKkTMBHbIE UIPbl HexenaTenbHbl. Peko-
MeHOyeTCHa COXPaHATb NPAMYIO OCaHKy npu xoabbe
N CUAEHUW, cnaTb Ha XXEeCTKOM MaTpace U TOHKOW no-
aywke. VCkniovnTb NCUXO3MOLMOHATbHBIE HAarpysku,
npebbiBaHMe Ha COMHLeE.

Huema. Y 60nbHbIX € cuHapomoM KyllnHra Leneco-
0bpasHo orpaHunyeHne notpebneHns yrneBO4OB U XU-
poB, npeanoyTuTensHa 6GenkoBas gueta. YnotpebneHnue
NPOAYKTOB C MOBbIWEHHbIM COAEePXaHWeM KanbLuusa u
BUTamuHa D gns npodmnaktukm octeonoposa.

Jleueb6Has ¢puskynbmypa (JIOK) — BaxHENLLNA KOM-
MOHEHT neveHns. Ee npoBOAAT B COOTBETCTBUU C MHAOM-
BMAOyanbHbIMU BO3MOXHOCTSIMU BonbHoro. Heobxoaumel
©XEe[HEBHbIE YNpaXHeHUs1 AN yBenuyeHus obbema OBu-
)KEHUN B CycTaBax, yCTpaHeHUs crubaTenbHbIX KOHTpaK-
TYp, BOCCTAHOBIIEHNS MbILLIEYHOW Macchl. [pn nopaxeHun
TazobedpeHHbIX CYCTaBOB — TPaKLUMOHHbIE MpoLeaypbl
Ha MOpPa)KEHHYI0 KOHEYHOCTb MOCNe NpeaBapUTeNbHOW
KOHCYnbTauuy opToneaa, XoXAeHue Ha KocTbinsax. [pu
Pas3BUTMK KOKCUTA W/MMM acenTUYecKoro Hekposa Tasobe-
[PEHHbIX CyCcTaBOB NnepeaBuxeHne 6onbHOro 6e3 KoCTbI-
nen NPOTUBOMNOKa3aHo.

Opmoneduyeckasi koppekyus. CtaTudeckne opTesbl
TWNA LUWH, NIOHTET, CTENEK U AMHAMWUYECKMe OTpe3bl B BUAe
Nnerknx CbeMHbIX annapaTtoB. [ns ctatuiecknx opTe3oB
HeobxoaMMa NpepbIBUCTOCTb MMMOBUAU3aLMn: UX cnegy-
€T HOCUTb WIK HafleBaTb B CBOOOAHOE OT 3aHATUI BPEMS
N B Te4eHUN OHA 006sA3aTeNnbHO CHUMaTb ANs CTUMYNALMA
MbILLL, BO BpeMS (MU3NYECKUX YNPaXKHEHWUN, 3aHATUN, Me-
xaHoTepanuu, Tyaneta. [1py BblpaxeHHOM OCTEONopo3e
B FPYAHOM M MOSICHUYHOM OTAeNnax MNO3BOHOYHMKA —
HOLLEHME KopceTa UNnn PeKMUHUPYIOLLEA CUCTEMbI; NP
MOpaxeHW CYCTaBOB LUEMHOro OTAeNna MO3BOHOYHMKA —
ronoBogepaTens (MsArkoro, >XecTKoro).

MeaukameHTO3HOE neyYeHue

Kputepun oueHKn athheKkTUBHOCTN NPOTUBOPEBMATU-
Yeckoln Tepanuu npeacTaBneHsl B [punoxeHnn.

HecmepoudHbie npomueogocnanumesbHble npena-
pamsi (D) (HMNBI) HasHayaoT BceM naumeHTam Ha aTtane
obcnefoBaHua Npy HanuyuM nuxopagku n 6oneeoro
cuHapoma. MoHoTtepanus HIBIM npoBoguTca He Gonee 1
MeC BHE 3aBMCMMOCTM OT aKTMBHOCTW BOME3HM 1 HanNn4uns
(hakTopoB HEGNAroNPUSTHOrO MPOrHo3a.

rokokopmukocmepouds! (IC). TMocne Bepuduka-
UMK guarHosa npy Hanvyum onacHbIX 451 XXU3HU CU-
CTEMHBIX MPOSABIEHUAX (CEPO3NUT, KaPAUT, MHEBMOHMT,
BaCKynuT) MpOBOAAT My/bC-mepanui MemunnpeodHu3o-
noHom (A) B nose 10-30 Mr/kr Ha BBeeHME B TeueHue 3,
npu HeobxogumocTn — 5 nocnepoBaTenibHbIX AHEN B
couetaHun ¢ npuemom npedHusonoHa (C) per 0s B Jo3e
0,5-2,0 mr/kr B cyT. inuTenbHOCTb Mpuema npeaHunso-
noHa per 0S B TepaneBTUYECKON J03NPOBKE — He Boree
4 Hep.

Mpn Hanu4Mn CTONKOro apTpuTa NPOBOAAT 8HYyMpuU-
cycmasHble UHbekyuu K (C): beTameTasoH — He valle

12

1pa3a B 6 Mec, TpMaMUMHOMNOHA rekcaueToHug — He
Yalle 1 pasa B 4 mec.

[eHHO-UH)XeHepHble 6uono2uyeckue npenapamsbl
(TWBM). MaumeHTam 6e3 aKTMBHOTO CyCTaBHOTO CUHAPOMA
Ha paHHWX M NO34HMX CTaguax 6onesHn HasHadawT mo-
yunudymab (A):y peten ¢ maccon Tena > 30 kr — B Jo3e
8 Mr/ Kr Ha BBeeHwe, Y aeTel ¢ maccoii Tena <30 kr — B
fose 12 mr/kr Ha BBeeHwve. MNpenapat BBOAWUTCA BHYTPU-
BeHHO 1 pa3 B 2 Hef.

MaumeHTaM C aKTUBHbLIM CYCTaBHbIM CUMHAPOMOM Ha
paHHMX U NO3OHUX cTagusix 6onesHn mouyunusymab co-
yeTawT ¢ memompekcamom (C) BHyTPUMBILEYHO B 4O3€e
15-25 mr/m2 Ha BBefeHue 1 pas B Heqd. B crniyyae Head-
thekTBHOCTM TouMM3ymaba B TeveHne 3 Mec (aKTUBHbIE
CUCTEMHblE MNPOABMEHUs, OTCyTCTBUE 50% yny4lleHus
no kputepusam ACRneaun) MpoOBOAAT NepeknioyeHne Ha
KaHakuHymab (A) NOOKOXHO B 03e 4 Mr/Kr Ha BBELAEHNE
1 pa3 B 4 Hep. MNpun HeadhdekTMBHOCTM Toumnnaymaba u
KaHakmHymaba B TeueHue 3 MecC NpPOBOAAT MEpPeEKNoYeHme
Ha pumykcumab (D) BHYTPUBEHHO B 03e 375 Mr/M? B Heq,
B TeYeHue 4 nocnefoBaTesibHbIX Hedenb.

MauneHTaM C aKTMBHBIM CYCTaBHbIM CUHApPOMOM 6e3
aKTVBHbIX CUCTEMHbIX NPOSIBNIEHWI B TEYEHWE HE MEHee
1 roga npumenstoT uHeubumopsl ®HO-a (C): aganumymab
NOAKOXHO B Ao3e 40 mMr/m2 vnu 24 mr/m? Ha BeefdeHve 1
pas B 2 Hef UK aTaHepLenT NOAKOXHO B fose 0,4 mr/kr
Ha BBeJeHve — 2 pa3a B Hefl.

Xupyprudeckoe nevyeHue
OHOONPOTE3MPOBAHME CYCTaBOB.

BEOEHME NMALUMUEHTOB

1. Bcem pgetam — odopmiieHne cTaTtyca «pebeHoK-MHBa-
nnoy.

2. OByyeHune Ha OOMY MOKa3aHO AEeTSAM, NOMyYakLLMm
MBI,

3. Bo Bpemd nocelleHus WKOMbl He NokasaHbl 3aHATUSA
thuskynbTypon B 0bLien rpynne.

4. 3ansitus JIOK B cTagnm pemuccumn 60nesHn co cneum-

anucToMm, 3HaKOMbIM C OCODEHHOCTAMU NaTONOrUN.

[poTnBonokasaHbl:

BaKLMHaLUS;

BBEJEHVE raMmmMa-rnobynmHa;

UHconaums (npebbiBaHne Ha COMHLE);

CMeHa Knumara;

nepeoxnaxaeHue (B TOM YMCne KynaHue B BOJOEMax);

dmanyeckme n NCMXMYeckne TpaBMbl;

KOHTaKTbl C AOMALUHUMU XXUBOTHbLIMU;

neyeHne MMMyHOMOZYNSATOPaMMU.

OOGyuyeHue 6onbHOro

BonbHOM 1 ero poauTenu AOMMKHbI 3HATL 06 OCHOB-
HbIX KMMHUYECKUX MpPU3HaKax, XapakTtepe 3abonesaHus,
chakTopax, npoouupyowmnx obocTpeHne. OHM LOIMKHbI
ObITb AeTanbHO MHOPMMPOBaHLI 060 BCEX JOCTOMHCTBAX
1 noboyHbIX adpekTax nekapcTBeHHbIX cpeacts (/1C), He-
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obxoaMMOCTN perynspHoro npuema npenapatos. Cnepgy-
€T VHCTPYKTMPOBaTb GOMbHbBIX O BaXXHOCTW TLIATENBHOMO
perynsipHoro MOHUTOPUHIra NpoBoAMMON Tepanuu. lMpu
nosiBneHu nobouHbIX 3EKTOB NALMEHT JOMKEH 3HATb
0 nocnenoBaTeNbHOCTU CBOMX AENCTBUN (BPEMEHHOW OT-
meHe JIC n obpalleHun k Bpavy). Heobxognmo oby4veHune
CcamMunX MaLMeHTOB U UX POAUTENEN HaBbIKaM eXeLHEBHbIX
TPEHUPOBOK, @ Takxke YNpaxHeHusMm neyebHon uakynb-

TYpbl.

BeneHve naumeHTOB B CTaLMOHApPHbLIX YCIOBUAX

CneumnanuampoBaHHas, B TOM YMCIEe BbICOKOTEXHO-
nornyHas, NomoLLb OKasblBaeTCA B AETCKOM PEBMaTosio-
rMYeCcKOM OTAENeHUn MeaMLMHCKOW opraHusaumu, rae
npeaycMOTPEHO Hanmuyme:
= OTAeneHus aHecTe3MONorMn 1 peaHnMaTonormm nnm

6noka (nanaTbl) peaHMmMauuM 1 MHTEHCMBHOWN Tepa-

nmu;
= MMMYHOMOrMYeckon nabopatopun C NPOTOYHbLIM Lu-

TohnyopumeTpoM M obopynoBaHuem Ons onpeaene-

HUS UIMMYHOSOMMYECKNX MapKepoB PeBMaTUYECKUX

bonesHen;
= OTAeneHus nyvyeBOV AMArHOCTUKW, BKMKOYas KabuHeT

MarHUTHO-PE30HaHCHOW W KOMMbIOTEPHOW TOMOrpa-

¢hum c nporpammMon  Ans UccrefoBaHus CyCTaBoB;
= 3HAOCKOMWUYECKOTO OTAENEHNS.

MNMomoLyb OKa3biBaeT Bpay-peBMaTornor, COOTBETCTBYHO-
wmn KeanudurkaumoHHbiM TpeboBaHMaM K creupnanuctam
C BbICLUMM W MOCNEBY30BCKAM MEAWLMHCKUM 1 hapma-
LeBTUYeCKMM obpa3oBaHWeM B cdepe 34paBOOXpaHEHNS
no crneuuanbHOCTM «peBmaTtonorusy 6es3 npegbsBneHns
TpeboBaHun k ctaxy pabotel ([Mpukas MuHsgpascoupas-
BuTus Poccun ot 7 nions 2009 r. Ne 415H ¢ n3ameHeHnsmMu,
BHECeHHbIMU npuka3om MwuHagpaecoupassutus Poccum
OT 26 gekabpsi 2011 r. Ne 1644H; Mpwukas MuHagpascoL-
pa3suTusa Poccun ot 23 mnions 2010 . Ne 541H).

O6cnedosaHue U nieyeHue nayueHmos npoeodumcst 8
coomgemcmeuu €O cmaHOapmoM creyuanu3uposaHHoU,
8 MOM YUCie 8bICOKOMEXHO02U4YHOU, MeduyuHcKoU ro-
Mowu 60MIbHBIM C HOHOWECKUM apmpumoM C CUCMEMHbIM
HayasioM 8 ycro8usix cmayuoHapa usnu 0HegHo2o cmauu-
OHapa:
= [eTAM C BbICOKOW U CpefHeW CTeneHblo akTUBHO-

cTM GonesHn cneunanu3vpoBaHHas MeaULMHCKas

MOMOLLIb OKa3blBaETCA B YCMOBUSX KPYrMOCYTOYHOIO

cTaumnoHapa;
= [eTsM C HMU3KOWM CTEneHbd aKTUBHOCTM U pemMuccu-

en 6onesHn cneunanusnpoBaHHas MeAMLUMHCKas Mo-

MOLLIb OKa3blBaeTCH B YCIOBUSAX KPYrIOCYTOYHOIO U

AHEBHOTO CTauuMoHapa.

[podomxumenbHOCMb fleYeHUs nayueHma 8 cmayuo-
Hape — 28 aHen.

[MpodonmxumensHoCMb fleYeHus1 nayueHma 8 ycrosusix
OHegHO20 cmayuoHapa — 14 gHen.

BepeHue naumeHTa, NosyvalwoLero nNpoTUBOpPEB-
maTu4eckue npenaparbl, UMMyHogenpeccaHTbl u/unu
rmen

Mo Hayana neyeHusi ecem nayueHmam — npoBsege-
Hue peakuun MaHTy n KT rpygHOM KNeTkn gns UCKntode-
HWs TyOepKynesa.

Bo epemsi neveHus.
= nayueHmam, nosydyarwum ummyHodenpeccaHmbl, —

nposefeHue peakumm Manty n KT rpygHORn Knetku

1pasBrog;
= [fauyueHmam, ronydarowum MBI, — npoBeaeHune pe-
akumu ManTy n KT rpygHon kneTkv 1 pas B 6 mecsues.

Anzopumm delicmeull npu ebisieieHUU my6epKy-
Js1e3Hol UHghekyuu

lpu ebiseneHuU MonoXumenbsHbiX MmMy6bepKynUuHO8bIX
npob (peakumst MaHTy: nanyna > 5 mMm):
= HanpaBMeHWe Ha KOHCynbTauui K Bpavy-gpTusvatpy

NS pelleHns Bonpoca O npoBeAeHun [lMackmHTecTa,

TyOepKkynmHOBBIX Mpob C pa3BegeHneM, kBaHTUDEPO-

HOBOTO TecTa W HasHaYeHun cneumduyeckorn XMMmo-

Tepanuy Npy HanU4yMm NOKa3aHWUN.

[pu ebisieneHuU akmugHo20 MybepKyne3Ho20 npoyecca:
= wmeToTpekcaT n MBI oTMeHnTb;
= HabntogeHve y pTnanatpa;
= npoBedeHue cneuunduryeckon NnpoTmeoTybepkynes-

HOW XMMMoTepanuu;
= KOHCyNbTauWsi MO BOMPOCY KOPPEKLMN NPOTUBOPEB-

MaTUYeCKOW Tepanuu B peBMAaTOSIONMYEeCKOM OTaene-

HUW, UHULMMPOBABLLEM JIe4YEHUE MMMYHOLENpPeccaH-

TOM n/unn MBI,

B cnydae mybepkyne3Hol uHgekyuu be3 ovaza:

« [UBI1 OTMEHUT;
= JlevyeHne MeTOTpekcaTtoM B CTaHZapTHOW [O03€e Mpo-

JOIKNTb;
= HabntogeHue y GTnanaTpa;
= npoBedeHue cneuunduryeckon NpoTmeoTybepkynes-

HOW XMMUHOTepanuu B TeyeHne 3 Mecsaues;
= pelleHVe Bonpoca O Bo30OHOBNeHUn Ttepanuu VBN

nNpuHMUMaeTCsa B Cneuvanu3npoBaHHOM pPEBMATosIo-

rMMYecKoM CTauuoHape, UHULMMPOBABLLEM Tepanuio,
nocne MPOBEAEHUSI Kypca CneunduU4eckon XxmmMmoTe-
panuu v paspeLueHus ptuamarpa.

BepeHue naumeHTa, nonyvatowiero Touunmsymao
lMeped npoeedeHuem uHgy3uu moyunusymaba:

= KOHTPOnb KMMHWYECKOTO aHanusa KpoBW: MPU CHUXeE-
HUW Yncna NenKouuToB, HEeWTPodUNoB, TPOMOOLMTOB
MHY3MI0 OTNOXUTL 4O HOpPManu3auum nokasartenen;

© KOHTpOSb GMOXMMMWYECKOrO aHanm3 KpoBu (0OLLMIA
Oenok, 6enkoBble paKkLMM, MOYEBMHA, KPEATUHUH,
OunupyOuH, Kanun, HaTpUi, NOHU3VPOBAHHLIA Karb-
umin, AT, ACT, ITT, wenoyHas ocdartasa): npu NoBbI-
weHunn yposHsa AT, ACT, bunupybuHa, kpeaTuHuHa,
MOYEBUHbI MHAY3MO OTMIOXUTE 4O HOpManu3auuu
rnokasaTenem.
Ha cnedyrouwuli 0eHb nocne UHGYy3uU moyunusy-

maba:

= KOHTPONb KIIMHWMYECKOrO aHanmM3a KpOoBU: Mpu
CHWXEeHUN abCONTHOrO 4ucna HenTpodunos
< 1,5 x 10%/n — nponycTuTb MNaHoBbLIA NPUEM UMMY-
HOZENpPEeCCaHTOB.
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PEBMATUYECKUE BEONE3HU Y OETEU

Nocne KOHTPONBHOMO aHanu3a KPoBW Yepes 5—7 AHeNn:

= Mpu HOopmanu3auuu nokasatener BO30OHOBUTbL Mpu-
eM npenapara;

= PN COXPaHSLWYMXCA U3MEHEHUSAX — KOHCynbTauus
pesmarornora, npu HeobxoaNMMOCTM rocnUTanm3aLms.
Mpu noemopHbIx anu3odax nelikoneHuu u Helimpo-

neHuu:

= YBENW4MTb MHTEpBan Mexay BBefeHusmu o 3—4 He-
[€enb y naumeHToB ¢ cucteMHbiM HOWA n oo 5-6 He-
Aenb — y nauneHToB ¢ nonuapTukynspHeiv OUA nnm
CHMU3WTb 403y Toumnusymaba o 8 mr/kr (nocne corna-
COBaHWs C BpayoM, MHUUmmpytowmm Tepanuio M'MBIN);

= PN COXPaHSOLENCA NENKONEHUN N HEUTPOMEHNN —
nepeknioyeHne Ha npenapaTt ¢ APYruM MEXaHU3MOM
nencTeus
B cny4ae uHgheKuuu KOXHbIX MOKPOB08 U MOOKOX-

HO-)Xupoeou Kiiemyamku (yesironaum).

= WHy3um Tounnusymaba He NPOBOASATCS;

= KOHCynbTaUusi XNpypra;

= MeCTHasi Tepanus;

= aHTubakTepuasnbHble npenapatbl LUMPOKOro CrekTpa
[AencTBuS (aMOKCULMNNWH, LedanocnopuHbl 3-ro nnm
4-ro NOKONEHNS BHYTPUMBILLEYHO UM BHYTPUBEHHO).
Mpu ocmpoti unu o6ocmpeHuU XPOHU4eCKOU UHGEK-

yuu:

= WHy3um Touunusymaba He NPOBOAATCS;

= BO300HOBMNEHNE Tepanuu He paHee Yem yepes 1 He-
JEnto Nocrne BbI34OPOBMEHUS.
[Mpu pazeumuu annepauyeckux peakyuli Ha uHgy-

3ur0 moyunusymaba.

= CWUCTEMHble annepruyeckme peakuuu: npenapar oT-
MEHWTb.

BepeHue nauuneHTa, nonyyawuiero kaHakMHymao
lMeped npoeedeHueM UHBLEKYUU KaHaKUHYMaba;

= KOHTPOSb KMMHUYECKOTO aHanm3a KpoBW: MPU CHUXE-
HUWM Yncna NerkouMToB, HeMTpodunoBs, TPOMOOLMTOB
WMHBLEKLMIO MpenapaTta OTMIOXKWUTb 4O HOpManu3aumu
rnokasaTenen;

= KOHTPONb BUOXMMMYECKOro aHanu3 Kposu (0bLwmi
6enok, 6enkoBble bpakLmm, MOYEBUHA, KPEaTUHVH,
OunupyOuH, Kanun, HAaTPUM, MOHU3NPOBAHHbLIN Karb-
umia, ANT, ACT, I'TT, wenoyHas ocdartasa): npu NoBbI-
weHun yposHa AMT, ACT, bunupybuHa, kpeaTuHuHa,
MOY€EBUHbI MHAY3NIO OTNOXWTL 4O HOpManusauuu
rnokasaTenem.
Mpu ocmpoli unu o6ocmpeHuu XPoHU4eCKoU UHGEK-

yuu:

= MponyCcTUTb MJIAHOBLIA NMPUEM MMMYHOLENPECCAHTOB
N KaHaKnHymaoa;

= BO030OHOBMEHME Tepanuu He paHee 4Yem vepes 1 He-
[Ento Nocne BbI34OPOBMEHUS.
Mpu pazsumuu annepauyeckux peakyuli Ha UHBbEK-

yuu KaHakuHymaoba:

= MEeCTHblE MHBEKLMOHHbIE peakuuu: Tepanuio Mpogon-
XUTb NOA KOHTPONeM Bpaya-peBmMaTonora;

= CWUCTEMHble annepruyeckne peakuuu: npenapart oT-
MEHUTb.

BepeHue nauuneHTa, nonyyawllero putykcumad

Bcem nayueHmam npu HasHa4eHUU pumykcumaba:
= KO-TPUMOKCA30/ + TPUMETOMPUM per 0S B npodunak-

TUYECKON [03e 5 MI/Kr B CyT — MOCTOSIHHO Ha BPEMS

neyYyeHus, a Takxe B TeyeHne 1 roga nocrne ero OTMeHb.

Llenb — npodmnaktuka NHEBMOLMCTHON MHADEKLMN.

B cny4ae nosienieHuss kamapasnbHbIX f8/1eHul, JIUXO-
padku u nodKalwueaHus.
= OTMEHWTb NMAHOBOE BBeAEHME pUTyKCumaba;

« KT nerkux ans uckn4yeHns OCTPOM MHTepcTUUManb-

HOW MHEBMOHWY;
= Cepornormyeckoe uccriefoBaHue KpoBu: onpenernexHue

aHTUTeN K NMHeBMOLUMCTaM, XnamuausM, MUKONnasmam,

BMpYCY NpoCTOro repneca, uutomeranosmpycy (LIMB),

BMpYycy OnwitenHa—bapp;
= yccrnefoBaHue acnupara, MoKpoTbl (Mpy ee Hanmynm)

AN onpefeneHns aHTUreHoB Xnamuguidi, MUKoNnasw,

MHEBMOLIMCT;
= uccnegoBaHne CrAKOHbI U MOYM, KPOBM METOAOM Mo-

NMMMepasHOoN LeMHON peakuuy ANs BbiBNEHUS aKTUB-

HOW pennukauumn BMpPYcoB NpocToro repneca, LIMB,

OnwTenHa—bapp.

B cny4ae ocmpol uHmepcmuyuanbHOU MHE8MOHUU
no daHHbIM KT (ewje Ao nonyyeHusi pesysnbmamos sa-
6opamopHbIx uccnedosaHull):
= OTMEHUTb NNaHOBOE BBEAEHUE pUTYKCumMaoba;
= KO-TPUMOKCa30n + TPUMETONPUM BHYTPUBEHHO B

aose 15 mr/kr B cyT (N0 TpMMeTOnpuMy) B TeyeHue

14-21 gHs;
© KNapuUTPOMULMH BHYTPUBEHHO B f03€ 15 MI/KT B CYT B

TeyeHne 14-21 gHs;
= LedTprakcoH BHyTpuBeHHO B Ao03e 20-80 mr/kr B CcyT

B TeueHne 14 gHen.

B cnyyae akmueHoU 2cepnemuyveckol, LMB, 3n-
wmeiiHa-bapp eupycHol uHghekyuu.
= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;
= auuKNoBup BHYTPMBEHHO B fo3e 5-10 Mr/kr Ha BBeae-

HUe Kaxable 8 4; unm
= raHUMKNOBMP BHYTPMBEHHO B A03e 5 MI/Kr Ha BBefe-

Hue Kaxpable 12 4 B TeyeHune 14-21 gHs;
= YernoBeyecKUn HOpManbHbI BHYTPUBEHHbIN UMMY-

HornobynwvH, cogepxawmi 1gG, BHYyTPMBEHHO B [03€

0,2-0,5 r/kr Ha KypcC.

B cnyyae cencuca:
= OTMEHWTb NMAHOBOE BBeAEHME pUTYKCUMaoba;
= aHTMbakTepuanbHble npenapaTbl LUMPOKOrO CrnekTpa

[eicTBUA BHYTPUBEHHO: LedTpmakcoH B gose 20-80

MI/KF B CyT + amMKaUMH B Jo3e 15 Mr/kr B CyT unu He-

TUNMULKH B fo3e 5-7,5 Mr/Kr B CyT.
= [lpu HeapheKkTUBHOCTK:
= MeponeHeM BHyTpuBEHHO B Jo3e 10—20 Mr/kr B cyT;
= uedonepas3oH + cynbbaktam BHYTPMBEHHO B [03€

40-80 mr/kr B cyT;
= YenoBeYeCKUN HOpMarnbHbIN BHYTPUBEHHBIN UMMYHO-

rnobynuH, copepxawwmn IgA, IgM, IgG, BHYTPUBEHHO B

[403e 5 MA/Kr Ha Kypc B TedeHne 3 nocnegoBaTenbHbIX

OHen. HeobxoaMMocTb MOBTOPHOIO Kypca 3aBUCUT OT

KINMHUYECKOro TeyeHust bonesHu.

14




IOBEHUNbHbLIA APTPUT C CUCTEMHbLIM HAYANIOM

B cnyyae uHgheKyuu KOXHbLIX MOKPO808 U MOOKOX-

HO-)XUpoeoU Kiemyamku (yesiroaum):

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= HabniogeHne XMpyprom;

= MecCTHas Tepanus;

= aHTMbakTepuanbHbie npenapaTbl LUMPOKOro Chnek-

Tpa AencTBuUA (aMOKCULUMNWH, LedanocnopuHbl

3-ro unu 4-ro NOKOJIEHUA BHYTPUMBbILLEYHO UMK

BHYTPUBEHHO).

B cnyyae uHgpekyuu moyeebigoosiujux nymeu:

OTMEHUTb MNaHoBOE BBEAEHNE PUTYKCMaoba;

OakTepuonornyeckoe UCCNefoBaHe MOYY;

aHTubakTepuanbHble npenaparsl;

ypocenTuKu.

Mpu ocmpoli unu o6ocmpeHuU XPOHU4eCKOU UHGEK-

yuu.

= OTMEHWTb NNAHOBOE BBEAEHWE pUTYKCUMaba;

= B0300HOBMEHME Tepanuu He paHee 4Yem vepes 1 He-
[Ento nocne BbI3AOPOBMEHMS.
B cnyyae momanbH020 CHUXeHUSI CbI8OPOMOYHO20

YPOBHSI 8C€X UMMYHO2/106y/1UHOE:

= OTMEeHWTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= YenoBeyecku HopMasbHbIA BHYTPUBEHHBIA MMMYHO-
rnobynuH, cogepxawwmin 1gA, 19G, IgM, BHYTPMBEHHO B
Jo3e 2-8 Mn/Kr Ha Kypc ¢ uHTepBanom 1 mecsu. Ecnu
He JoCTuUraeTcs A0CTaToYHbIA ypoBeHb 1gG, nnm npo-
MCXOZMUT ObICTPOE €ro MOHWKEHWE, 003y MOXHO yBe-
nMunTb A0 16 MN/Kr UM COKpaTUTb MHTEPBAN MeXay
NHPY3namMK.
B cny4ae nelikoneHuu u HelimponeHuu c abcosom-

HbIM YucsioM Helimpogbusios < 1,5 x 10%:

= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBEJEHME TpaHyfiouMTapHOro KONIOHUECTUMYNU-
pytoLero caktopa (cunrpactm) MOLAKOXKHO B A03€
5-10 mkr/kr Ha BBefeHue B TeyeHne 3-5 gHewn, npu
HeobXoAMMOCTM JonbLie, 40 MOMHOM HopManusauum
yucna nenkounMToB M HEMTPOGIUIIOB.
B cnyyae ¢pebpunbHoli HelimponeHuu (Helimpone-

Husi, conposoxdaroujasics suxopadkol):

= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBe[eHMe TrpaHyfnouuTapHOro KONOHUEeCTUMYNU-
pytoLLero caktopa (cunrpactum) MOLKOXHO B A03€
5-10 MKr/kr Ha BBeadeHue B TeuveHue 3—-5 gHen npu
HeobXoAuMOCTM JonbLie, 40 NOSHOM HopManusauum
yucna nemkoumuToB U HEMTPOUIIOB;

= uedTprakcoH BHyTpuBeHHO B f03e 20-80 mr/kr B cyT
[0 BOCCTaHOBSEHUS NeKoLuMTapHon hopMynbl U npe-
KpaLleHUsi NIXopaKu.

BeneHue naumeHTa, NonyyvyaroLero MHrMomuTopbl
®HO-a n abatauenT
lMeped npoeedeHuem uHgy3uu uHpaukcumaba unu
abamayenma, uHbekyuu adanumymaba, npu npume-
HeHuu amaHepuyenma 1 pa3 e 2 Hedenu:
© KOHTPOJIb KIIMHWUYECKOrO aHanmaa KpOBW: MPU CHUXKe-
HUW Yncna NeVKouMTOB, HEMTPodKnoB, TPOMOOLMTOB
WHDY3MIO/MHBEKLMIO OTNOXWTL 4O HOpManu3auuu no-
KasaTenen,

© KOHTpOnb Buoxmmuyeckoro aHanms kposw (06Lwuii Ge-
nok, 6enkoBble pakunM, MOYEBMHA, KpeaTUHWH, Gu-
NMPYOUH, Kanuin, HaTpui, NOHU3NPOBAHHbLIN KarbLWiA,
AITT, ACT, ITT, wenoyHasa d¢ocgartasa); Npu NOBbILLEHWM
yposHst AJIT, ACT, 6unupybuHa, kpeaTuHuHa, MOYeBU-
Hbl MHAQY3NIO/MHBEKLMIO OTNOXUTE 4O HOpManuaauum
nokasaTenem.
lMpu pazsumuu asnnepa2uyeckux peakyul Ha UHGQY-

3uu (UHbeKyuu) uHeubumopoe ®HO-a u abamayenma:.

= MECTHbIE MHBEKLIMOHHbIE peakuuu: Tepanuio Npoaors-
XUTb NOA KOHTPONEM Bpaya-peBmaTtonora;

= CUCTEMHble annepruyeckue peakuuu: npenapatbl OT-
MEHUTb, NEPEKNOUUTL Ha BTOPON uHrmbmntop ®HO-a
unn abatauenT B COOTBETCTBUYM C MOKa3aHUSAMMU.
lMpu nosieneHuu 8 cbIBOPOMKe KpoeU aHMUHYKJIe-

apHozo ghakmopa u/unu anHmumen k JHK Ha ¢poHe me-

panuu uHeubumopamu ®HO-a:

= OTMeHuTb nHrmbutop ®HO-a, HasHauMTL NpenapaT c
ApYrUM MexaHM3MOM OeNCTBUSI.
Mpu ocmpoti unu o6ocmpeHuu XPOHU4ECKOU UHGhEK-

yuu:

= OTMEeHUTb NNaHoBOE BBeAeHMe UHrmbmutopa ®HO-a
unu abatauenTa;

< B0300OHOBNeHMe Tepanuu uHrnoutopamm ®HO-a, aba-
TalenToM He paHee yem 4vepes3 1 Hefdenw nocne Bbl-
340POBrEeHUS;

= pv NPUMEHEHNN MHNMKCMMaba MakcrmarnbsHas anu-
TeNIbHOCTb MNepepbiBa Mexay NHpy3nsmu — 12 He-
Jenb. B cnyyae nepepbiBa 6onee 12 Hedenb MHMMMUK-
cumMab OTMEHWTb B CBSA3U C BbICOKUM PUCKOM pasBUTMS
aHaunNakTU4eCcKon peakuun, NepeknoYnTb Ha aganu-
Mymab unu ataHepuenT (Mo NokasaHusIm).

BepneHve naumMeHTOB B aMbOynaTopHo-
NONMTMKNUHUYECKUX YCIIOBUAX

AMBYnaTopHO-NONUKIMHWYECKas MOMOLLb OKa3blBa-
€TCs B 1€ TCKOM PEBMATONOMM4ECKOM KabuHeTe.

Momollb okasbliBaeT Bpay-peBMaTorior, COOTBETCTBYHO-
wwun KeanudukaumoHHbiM TpeboBaHuAM K crieupnanuctam
C BbICLUMM M NOCMEBY30BCKUM MEAULMHCKUM U dapma-
LeBTUYeCkMM obpasoBaHMeM B cdepe 34paBOOXpPaHeHUs
Mo creunanbHOCTK «peBmatosiorns» 6e3 npeabsBneHus
TpeboBaHuin Kk ctaxy pabotsl (Mpukas MuH3gpascoupas-
ButUs Poccum ot 7 niona 2009 r. N2 415H ¢ uameHeHusamu,
BHECEeHHbIMU npukasom MuHsgpascoupassutus Poccuun
oT 26 pekabps 2011 r. Ne 1644H; Mpukas MuHagpascou-
passutus Poccum ot 23 nions 2010 1. Ne 541H).

BepeHue nauyueHTa, nonyvarwowero MK n(vnm) um-
MyHOZenpeccaHTbl

Ocmomp epadyom-peamamornoeom — 1 pa3 B mecsl.

KnuHuyeckul aHanu3 kposu (KOHUEHTpauus remo-
rmobuHa, Yncrno 3puTpoLNTOB, TPOMOOLIMTOB, NENKO-
uMTOB, NnenkouuTapHas gopmyna, CO3) — 1 pas B
2 Hepgenmw.

KnuHuyeckul aHanu3 Moqu — 1 pa3 B 2 Hegenu.

KoHmpornb 6uoxumuyveckux nokazamesel (obwimi Oe-
nok, 6enkoBble (pakumMM, MOYEBMHA, KpeaTUHWH, bunu-
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PYOWH, Kanuin, HaTpu, MOHN3MPOBAHHLIA KanbLui, AJlT,
ACT, ITT, wenoyHou gocthatassl) — 1 pa3 B 2 Hegenw.

KoHmponb ummyHonoaudeckux nokazamenet (CPB; no

nokasaHusam — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.
OKI— 1 pa3 B 3 Mmecsua.
Y3 bprowHol nonocmu, cepdua, noyek — 1 pas B
6 mecsaueB.

lnaHosass e2ocrniumanu3ayus 8 pesmMamonocuyeckoe
omdeneHue — 2 pasa B rog Ans NnpoBeAeHusi NOMHOro
obcnenoBaHys U KOpPEKL N Tepanuu.
BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HVs 3aboneBaHus.

Anzopumm delicmeuli npu usmeHeHuu nabopamop-
HbIX Moka3amereu:.

B cnyyae cHuxeHus 4qucna nelikoyumos, apumpouyu-
moe, mpomboyumos Huxe HoOpMbl.
= VMMYHOZENPECCAHTbl OTMEHUTb Ha 5-7 aHen;
= MOCME KOHTPOJIbHOMO aHanusa KpoBu Yepes 5-7 oHew:

— Npyv HOpManu3auumu nokasaTtenenn BO30OHOBUTL
npvem npenapara;

— MNPU COXPaHSIOLMNXCH U3MEHEHUSIX — KOHCYnbTa-
umnsa peBmaTtosnora, npu HeobxogMmMoCTU rocnuTa-
nmsauus.

[pu noebiweHuU yposHs MOYe8UHbI, KpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuie HOPMbI.
= VMMYHOZENPECCAHTbl OTMEHUTb Ha 5-7 aHen;
= MOCMne KOHTPOSIbHOMO aHanusa KpoBu Yyepes 5—7 gHew:

— npyv HOpManu3aumu nokasaTtenen BO30OHOBUTL
npuem npenapara;

— MPU COXPAHSLMXCA U3MEHEHUAX — KOHCYIbTa-
uust peBmaTonora, npu HeobxoguMMocTW rocnuTa-
nmsauus.

BepeHue naumeHTa, nonyyatroLwiero Touunnsymas
Ocmomp epayom-peemamosnozom — 1 pa3 B 2 Hegenu.
Knuru4eckuti aHanus moyu — 1 pa3 B 2 Hegenu.
Knuru4eckuti aHanus kposu — 1 pa3 B 2 Hegenw.
KoHmponb 6uoxumuyeckux nokasamersel (MOYEBUHA,
KpeaTuHuH, 6unupy6ouH, ANT, ACT) — 1 pa3 B 2 Hegenw.

KoHmpornb ummyHonozauyeckux nokasamenet (IgA,
IgM, 1gG, CPb — 1 pa3 B 3 mecsiua; PO, AH® — no no-
KasaHusiM).

9K — 1 pas B 3 mecsiua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pas B
6 MmecsaueB.

lnaHosass e2ocrniumanu3ayusi 8 pPesmMamoioauyecKoe
omdeneHue — 2 pasa B oA A5l NpoBeAeHWsT MOMHOro
obcnenoBaHyst U KOPPEKL MU Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUs BonesHu.

Anzopumm delicmeuli npu usamMeHeHuu sabopamop-
HbIX MOKa3ameJsiel, Mosie/ieHUU CUMNMOMO8 pecnupa-
mopHol uUHgheKyuu, TUxopadKu

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yuciom Hetimpoguiios < 1,5 x 10%r.
= MpOoMyCTUTL MNaHOBLIA NPUEM UMMYHOLENPECCAHTOB;
= [ocClie KOHTPONIbHOIO aHanun3a KpoBU Yepes

5-7 oHen:

— Mpv Hopmanusauuu nokasatenen BO30OHOBUTb
npuem npenapara;

— MPU COXPAHSIOLLMXCA U3MEHEHUAX — KOHCYIbTa-
Lumsa pesmaronora, npu HeobxogumocTu rocnuTa-
nmnsauus;

= pyY NOBTOPHbIX ANU304aX NENKONEHUN U HENTPO-

NeHNN yBENNYNTb MHTEPBAN MEXAY BBEAEHNAMN A0

3—-4 Hepenb y naunMeHToB ¢ cuctemHolM HOUA u po

5-6 Hegenb — y MauUWEHTOB C NOMUAPTUKYMSPHBIM

tONA nnn cHM3nTbL o3y Tounnudymaba Ao 8 mr/kr

(nocne cornacoBaHusi C BpayoM, MHULUMPYIOLLUM

Tepanuto FT'MBI);

= [PV COXPaHSIOLLENCS NEVKONEHUN N HENTPONEHUN —
nepeknYyeHne Ha npenapaTt C APYrMM MeXaHu3MOM
nencTeus

[pu nosbiweHuUU yposHsI MOYEBUHbI, kKpeamuHuHa, AJTT,

ACT, 6unupybuHa ebilie HOPMbI:
= MponyCTUTb NJIAHOBbLIN NPUEM UMMYHOOENPECCAHTOB;
= KOHCynbTauus B CneuvanvM3npoBaHHOM peBMaTonoru-

YeCKOM OTAENEHWUN, WHULMMPOBABLUEM Tepanuio To-

umnmaymabow;

= BO306HOBMEHME BBedeHMs npenapaTa nocrie Hopma-
nusauum nokasaTenen.

lpu noseneHuu kawns 6e3 nuxopadku U Mpu HOPMaIb-

HbIX 2eMamosio2auyecKux nokazamensix.

= KT opraHoB rpygHOWN KneTku OS5 UCKIOYEHNS OCTPOWN
NMHEBMOHMM;

= [puV BbISIBIEHUN MHEBMOHWU: aHTUbakTepuanbHas Te-
panusi (aMOKCUUMANWH + KMaByfaHoBas KWCNoTa vnm

LiedpTpUakcoH BHYTPUBEHHO).

lpu nosieneHuu nuxopadku, Kawrnis.

= CpoyHas rocnuWTanu3auusi B AETCKOE peBMaTosiornye-

CKOe OTAEeneHve, MHULMMPOBaBLLEE Tepanui ToLuu-

3ymabom.

BepeHue naumeHTa, nonyyvatrolero KaHakKMHyma6

Ocmomp epayom-pesmamonoeom — 1 pa3 B 2 Hegenu.

KnuHnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenu.

KnuHu4eckuli aHanu3 kposu (KOHUEHTpaumsa remo-
rnobuHa, 4ncno apuTpPoLMNTOB, TPOMOOLIMTOB, NENKO-
uMTOB, NnenkouutapHas gopmyna, CO3) — 1 pas B
2 Hegenu.

KoHmponb 6uoxumuyeckux noka3amesel (MOYeBUHa,
KpeaTuHuH, 6unupyouH, ANT, ACT) — 1 pa3 B 2 Hegenu.

KoHmpornb ummyHonoauyeckux nokasamenel (IgA,
IgM, IgG, CPB,)— 1 pa3 B 3 mecsaua, PO, AH® — no no-
KasaHusaMm.

OKI — 1 pa3s B 3 mecsua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 mecsueB.

lnaHosass eocnumanu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof A5 NpoBedeHUs NOJHOro
obcnenoBaHus U KOPPEKLMN Tepanuu.

BHernnaHogasi eocriumanu3ayusi — B crnydyae obocTpe-
HWsi BonesHu.

Anzopumm delicmeull npu usMeHeHuu nabopamop-
HbIX rMokasamersnel, nosigfeHUU CUMIMOMO8 pecnupa-
mopHoU uHgeKkyuu, TuxopadkKu.
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B cny4ae nelikoneHuu u HelmporneHuu:

< MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB
N KaHaknHymaba;

= MOCMe KOHTPOJSIbHOMO aHanu3a KpoBu Yepe3 5—7 aHel:
— Npu HopManusauuu nokasatene BO30OHOBUTb

NpYMeHeHne nNpenapaTos;
— TPV COXPAHSIOLLMXCS UBMEHEHMSIX — KOHCYmbTaLms
peBmartorora, nNpy HeobXoAMMOCTU roCNUTaNMU3aLMs.

Npu nosbiweHuUU yposHs MOYEBUHbI, KpeamuHuHa, AJIT,

ACT, 6unupybuHa ebiiie HOPMbI.

< MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB
N KaHaknHymaba;

= KOHCyNbTauusi B CNeumanM3upoBaHHOM peBMaTonor-
YECKOM OTAENEHNU, UHALMMPOBABLLEM Tepanuio KaHa-
KnHymabow;

= BO0300HOBNIEHME BBeeHMsI Npenaparta nocne Hopma-
nusauuv nokasaTenen.
lpu nosieneHuu kawnsa 6e3 nuxopadku u Mpu Hopmarib-

HbIX 2eMamosioauyecKux nokasamernsx.

= KT opraHoB rpygHOW KneTkW AN UCKMYEHUs OCTPOK
NMHEBMOHMM;

= pw BbISIBNEHUN MHEBMOHUW: aHTUOaKTepuanoHas Te-
panus (aMOKCULUMNWH + KnaBynaHoBasl KUcnota unm
LedTPNAKCOH BHYTPVBEHHO).
[pu nosieneHuu nuxopadku, Kawnis.

= CpoyHas rocnutanusauus B 4ETCKOe peBmaTonornye-
CKOE OTAENeHne, MHULMMPOBABLUEE Tepanui KaHaku-
HymaboMm.

BepeHue naumeHTa, nony4atowiero putykcumao

Ocmomp epadyom-peemamonoeom — 1 pa3 B 2 Hegenw.

KnuHudeckuti aHanus kposu — 1 pa3 B 2 Hegenu (KoH-
LieHTpaums remornobmHa, Yncno spuTpounToB, TPOMBO-
LMTOB, NnenkouunToB, nevkouutapHas dopmyna, COJ).

KnuHu4eckuli aHanus moyu — 1 pa3 B 2 Hegenw.

Konmpornb 6uoxumuyeckux noka3amenel (obwun Ge-
nok, 6enkoBble hpakuMKM, MOYEBMHA, KpeaTUHWH, bunu-
pyOVH, Kanuii, HaTPUA, MOHM3NPOBAHHbLIN Kanbuui, AT,
ACT, ITT, wenoyHas ¢occatasza)— 1 pa3 B 2 Hegenm.

KoHmponb ummyHonoeuyeckux nokasamesneu (IgA,
IgM, 1gG, CPE, P®, AH®) — 1 pa3 B 3 mecsua.

9K — 1 pas B 3 mecsua.

Y31 6prowHoti nonocmu, cepdua, noyek— 1 pa3 B
6 MmecsaueB.

lnaHosasi 2ocrnumanu3ayusi 8 pesmMamosioauyeckoe
omdeneHue — 2 pasa B rog Ons NpoBedeHUs NOJSHOro
obcnenoBaHyst U KOPPEKL MU Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUs BonesHu.

Anzopumm delicmeuli npu usamMeHeHuu sabopamop-
HbIX MoKa3ameJiel, Mosie/ieHUU CUMIMOMO8 pecnupa-
mopHol uHgheKuuu, TUxopadKu

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yuciom Hetimpogunos < 1,5 x 10%.
= MponycCTUTb NNAaHOBbIN NPUEM UMMYHOAENPECCAHTOB;
= KOHCynbTauusi B CNeuManM3upoBaHHOM pEBMaTonor-

YeCKOM OTAENeHUN, MHULMMPOBABLLEM Tepanuio pu-

Tykcumabowm;

= BBEAEHME T[PaHynouuTapHOro KOMNOHUEeCTUMYMK-
pytoLero caktopa (umnrpactim) MNOLAKOXHO B A03€
5-10 mkr/kr Ha BBefeHMe B TeuyeHue 3—5 aHewn npu
HeobxoaMMOCTV Jonblue, A0 MOMHOM HopManusauuu
yncna nemkoumnToB 1 HEMTPOGUIOB.
B cnyyae ¢bebpunbHolU HelimponeHuu (HelmponeHus,

conposoxdaemas riuxopadkoll):

= MpONyCTUTb NMaHOBbLIN NMPUEM MMMYHOLENpeccaH-
TOB;

= BBEAEHME T[PaHynouuTapHOro KONOHUECTUMYMK-
pytoLero aktopa (punrpactm) NOAKOXHO B [03€e
5-10 mKr/kr Ha BBefeHWe B TeyeHue 3—5 OHewn npu
HeobxoaMmocTn Aonblie, OO MOMTHOW HopManu3aumu
yncna nemkoumToB 1 HEMTPOGUIIOB;

= HasHayeHue aHTMbakTepuanbHbIX NpenapatoB LUMPO-
KOro cnekTpa OeWCTBUSI AN NpefoTBpalleHns pas-
BUTUS HEWTPOMNEHNYECKOrO cencuca (LedTpuakcoH B
Aose 50-100 Mr/kr B CyT BHYTPUMbILLEYHO WNN BHY-
TPUBEHHO);

= CpoYHas rocnutanu3auus B AETCKOe peBMaTtosiornye-
ckoe oTaeneHue enepanbHOro LUeHTpa, UHULMMPO-
BaBLLEE TEPANUIO PUTYKCMaOOM.
[lpu noebiweHuU ypo8Hs MOYEe8UHbI, kKpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuie HOPMbI.

< MponycTWUTb NNaHOBbIV NPUEM MMMYHOAENPECCAHTOB;

= KOHCynbTauusi B CneuuanvM3npoBaHHOM peBMaTonoru-
YeCKOM OTAENEHUN, VHULMUMPOBABLLEM Tepanuio pu-
TyKCmabowm;

= B0300HOBNEHNE NpUemMa UMMYHOLENPECCAHTOB MO-
Cre Hopmanusauuu nokasartenen.
B cnyyae kamapanbHbix si81€HUl, fluxopadku:

= MponyCTUTb NJIAHOBbLIN NPUEM UMMYHOOENPECCAHTOB;

= KOHCynbTauusl B Cneumanu3npoBaHHOM PeEBMAaToNor-
4YeCKOM OTAEeNeHUN, MHULMMPOBABLUEM Tepanuio pu-
Tykcumabowm;

= KT nerkux Ansa UCKNIOYEHUs MHTEpCTUUMansHon (atm-
MUYHON) MHEBMOHMM (Ha paHHEM 3Tane NpoTeKaeT, Kak
npasuno, 6ecCMMNTOMHO, C NocrneaylWwmUmM pasBUTUEM
AblXxaTenbHOM HeAOCTAaTOYHOCTW);

= HasHa4yeHue Ko-TpMMOKcasona + TpuMeTonpuma B
fose 15 mr/kr B cyT, KnaputpomuuuHa B gose 15 mr/kr
B CyT, uedtpuakcoHa B go3e 50-100 mr/kr B CyT BHY-
TPUMbILLIEYHO WM BHYTPUBEHHO;

= CpoYHas rocnutanu3auus B AETCKOe peBMaTtosiornye-
CKOe oTaeneHune defepanbHoOro LeHTpa, WUHULMUPO-
BaBLUEr0 Tepanuio puTykCumabom.

BepeHue naumeHTa, nonyvyarowero MHrMGUTOpPLI
®HO-a n abaTauenT

Ocmomp epadyom-peemamosnioeom — 1 pa3 B Mecsl,.

KnuHuyeckul aHanu3 kposu (KOHLEHTpauust remorso-
Ou1Ha, Y1Cno 3pUTPOLMTOB, TPOMOOLMTOB, NENKOLMTOB,
nemnkountapHas dopmyna, CO3) — 1 pas B 2 Hegenw.

KoHmpornb 6uoxumudeckux rokazamenel (MOYeBUHA,
KpeaTuHuH, bunupy6uH, AT, ACT) — 1 pa3 B 2 Hegenu.

KoHmponb ummyHonoeuyeckux nokazamenel (CPB,
P®) — 1 pa3 B 3 mecsiua, AHO, aHTUTENa K ABycnuparnb-
Hon [JHK — 1 pa3 B 6 mecsLeB.
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OKI— 1 pa3 B 3 Mmecsaua.

Y3U 6prowHol nomocmu, cepdua, noyek — 1 pas B
6 mecsaueB.

lnaHosasi 2ocrnumanu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B roA Onsi NpoBeAeHMsT MOSHOro
obcnenoBaHus 1 KOppekumnn Tepanuu.

BHennaHoeas 2ocnumanusayusi — B cryvyae obocTpe-
HUs 6onesHu.

Anzopumm Oelicmeull npu u3MeHeHuUu Jsiabopa-
MOPHbIX MokasameJsiell, Mosie/IeHUU CUMIMOMO8 pe-
cnupamopHoll uHgekyuu, nuxopadku, annepauye-
CKUX peakyuu

lpu cHuxXeHuu 4ucna nelikouumos, 3pPuUMmMpPOLUMOs,
mpomboyumo8 HUXe HOPMbI.
< MPONyCTUTb NIAHOBbLIA NPUEM MMMYHOZenpeccaH-

TOB M TFEHHO-UHXeHepHoro Guonormvyeckoro npe-

napara;
= M0Cne KOHTPOSIbHOMO aHanusa KpoBu Yyepes 5—7 gHew:

— Mpu HOopManu3auuu nokasatenern BO30OHOBUTb

NpUMeHeHMe NpenapaTos.;

— NPU COXPaHSIOLMNXCS M3MEHEHUSIX — KOHCYnbTa-
uust peBmaTonora, npu HeobxogumocTn rocnuTa-
nmsauus.

[pu noebiweHuU yposHs MOYe8UHbI, KpeamuHuHa, AJTT,

ACT, 6unupybuHa 8biiie HOPMbI:

< MpPOMyCTUTb NMaHOBLIN NPUeM UMMYyHOAENpPeccaH-
TOB W TEHHO-UHXEHEepHOro Guonornyeckoro npe-
napara;

© KOHCyIbTauusi B Creumanm3mpoBaHHOM peBMaTornoru-
YECKOM OTAeNIeHUn, MHULMMPOBaBLUEM Tepanui UHIMM-
outopom ®HO-a nnmn abatauenTom;

= BO300OHOBNEHWE BBEAEHMS NpenapaToB nocne Hopma-
nusauum BMoX1MUYECKUX nokasartenen.
lpu ocmpol unu obocmpeHuu XPOHUYECKOU UH(EK-

yuu:

< MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB
n nHrmbutopa PHO-a unu abatauenTa;

= BO0300OHOBINEHME Tepanuu He paHee YeMm Yepe3 1 He-
[ento nocrne Bbl3A0POBIEHMSI.
lpu passumuu annepaudyecKkux peakyul Ha UHbeKyuu

(uHgby3uu) uHeubumopoe ®HO-a unu abamauyenma:

= MECTHbIE MHBEKLMOHHbIE peakuuu: Tepanuio Npogon-
XUTb N0 KOHTPOJIEM Bpaya-peBmaTtorora;

= CUCTeMHble annepruyeckne peakuuu: npenapaTt oT-
MEHUTb.

MOKA3AHUA K TENEMEOULUNHCKUM
KOHCYIIbTALUAM

1. OueHka nokasaHWM Ana rocnMTanu3aunyM nauueHTa
B peBMaTtonornyeckoe otaeneHune denepanbHOro
ueHTpa.

2. KoHcynbTauua TaxenblX NaumMeHToB ANA pelle-
HUs BOMpoca o HeobxogumocTn u 6HGesonacHoc-
TN TPaAHCNOPTUPOBKM BONBHOrO B eaepanbHbIn
LEHTp.

3. KoHcynbrauus naumeHToB 6€3 yCTaHOBMEHHOro Ama-
rHO3a C NOJO3PEHMEM Ha HOBEHWUIbHLIA apTPUT C CU-
CTEMHbIM Ha4asiom.

4. KoHcynbTauus HeTpaHcrnopTabenbHbix ©0MbHbIX ANsi
peLleHns Bonpoca O AUAarHOCTUKE U NEYEHUN.

5. KoHcynbTaumsi Anst peleHns Bonpoca 00 MHuumauum
Tepanun VBI npu HeahHeKTUBHOCTM Tepanun UMMYy-
HoZenpeccaHTamu B TedyeHne 3 MecsLueB.

6. KoHcynbTaums ans pelleHus Bompoca O Mepeksiove-
HUKn Ha gpyron M'MBI npu HeatheKTUBHOCTH Tepanum
MBI B TeuyeHne 3 mecsLEB.

7. Koppekuusa Tepanuu npyu HENEPEHOCUMOCTW MPOTU-
BOpPEBMATUYECKMX NpenapaToB.

8. KoHcynbTaums 60MbHbIX, HyXAaloWwMxes B nannMaTme-
HOW MeANLIMHCKOM MOMOLLM.

MPOPUNAKTUKA

lMepeuyHasi npogpunakmuka He pa3pabortaHa, no-

CKOMbKY 3TMOJIOTMS OKOHYATENbHO HE YCTaHOBMEHA.
BmopuyHasa npocunakmuka BKIOYAET KOMMMEKC

MeponpusTWA, HanpaBlieHHbIX Ha NpefoTBpalleHne pe-

LuMavBOB 3ab0neBaHus:

= [JucnaHcepHoe HabnogeHue;

= [nuTenbHOE MNpPOBEAEHWe nogdepxuBatllen Tepa-
nuu, paspaboTaHHOM C y4eTOM WHAMBWUAYaNbHbIX
ocobeHHOCTeW nauueHTa n BapuaHTa 6onesHu;

= MOCTOSHHbIA KOHTPOMb 6e3onacHOCTM MNPOBOAM-
MOro fnevyeHus n nNpu HeobxogMMOCTM ero Kop-
pekuus;

= obecneyveHne OXpaHUTENBHOrO pexnma (orpaHunye-
HVEe MCUXO3MOLMOHAIBHBIX U PU3NYECKUX HArpys3ok,
npu HeobxoanmocTn obyyeHne AeTen Ha Jomy, noce-
LLieH1e LIKOSbI NLWb MPWU MOYYEeHUN CTONKON KITUHW-
KO-nabopaTopHON PeMUCCUN, OrpaHNYEHNE KOHTaK-
TOB [N YMEHbLUEHUSI pUCKA Pa3BUTUS MH(EKLMOHHbBIX
3aboneBaHuin);

= npefoxpaHeHWe OT WHCOMAUUM (MCNoNb30BaHue
COSMHLIE3ALUNTHLIX KPEMOB, HOLUEHWE OAEXAbl, MaK-
CMMarnbHO 3aKpbIBalOLLEN KOXY, FONMOBHbIX YOOpPOB
C MOMsIMK, OTKa3 OT NMOe3[0K B PErMoHbl C BbICOKMM
YPOBHEM UHCONALMN);

* UCKNtoYeHne npumeHeHus YOO,

= BBefeHWe ramma-rnobynuHa OCYLLEeCTBNSETCSH TONbKO
npwv abCconoTHbIX MOKa3aHUsIX.

UCXoabl NUTMPOrHO3

CwmepTHOCTb cocTaBnset 1% B EBponeun < 0,5%
B CeBepHon Amepuke. CMepTb MOXeET HAcTynuTb
BCNEACTBME HEBPOSIOMMYECKUX U KapAMOMOTrMyecKnx
OCNOXHeHun. CMHOPOM akTMBaLuum makpodaros no-
npexHeMy OCTaeTCcsl Cepbe3HbIM U NOTeHUManbHO
(haTtanbHbIM OCNOXHEHWEM. Y nauumeHToB, ANUTENbHO
nonyyvatowmnx K, passmBaloTcs OCIOXHEHUS rOPMO-
HanbHOW Tepanuu.
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dakTopbl HebnaronpusaTHoro nporHo3sa (ACR, 2011):
npw IOHOLIECKOM apTpuTe C CUCTEMHbIM Havanom 6e3
aKTVMBHOIO CYCTaBHOTO CUMHAPOMA: aKTUBHbIE CUCTEM-
Hble NposiBNeHns 6onesHu B TeyeHne 6 mecsues (nu-
XopafKa, BblCOkMe rnabopaTopHble nokasaTenu), Heob-
XOAUMOCTb B MOBTOPHOM HasHauyeHun [K cuctemHoro
JencTBus;

IOBEHUNbHbLIA APTPUT C CUCTEMHbLIM HAYANIOM

NMpU HOHOLLECKOM apTpUTe C CUCTEMHbIM Hayanom
C aKTUBHbLIM CyCTaBHbIM CUHOPOMOM 6e3 akTuB-
HbIX CUCTEMHbIX MPOSIBNEHUI: Mopa)eHue Taszobe-
[PEHHbIX CyCTABOB W/WUNX OECTPYKLMS CYCTaBOB MO
ZJaHHbIM paguoNorMyeckoro unccnegoBaHus (3posuu
CYCTaBHbIX MOBEPXHOCTEN, CYXEHUE MEXCYCTaBHbIX
wenen).
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NMPUNOXEHUE

Kputepun oueHku apheKTUBHOCTM NPOTUBOPEBMATUYECKON
Tepanuu y naumeHToB ¢ FOA

S¢ppekmusHocmb mepanuu KOA oueHnBaeTcss Mo
negnaTpuyeckum Kputepnsam AMeEpPUKaHCKON Konnernm
pesmaTtonoros (ACR) — AKPneaw.

Lnsa oueHku agpgpekma o kpumepusim AKPnedu ucnosnb-
3yromes cnedyroujue nokazamernu:
= 4MCO CYCTaBOB C MpU3HaKaMy aKTUBHOMO BOCMASIEHMS;
= 4KCNO CYCTaBOB C OrpaHNYeHnEM GyHKLNN;
= CO3 unun cbiBOpoTOYHast koHUeHTpauns C-peaktus-

Horo 6ernka;
= ob6Las oLueHka BpayoM akTMBHOCTM BonesHm (¢ no-

MoLLbto 100-MM BM3yanbHOW aHamnoroBow LuKanbl —

BALL);
= OLeHKa NauWeHTOM Unu ero poaguTenem obLlero camo-

yyBCTBMA (C nomoLybio BALL);
= oueHKa PYHKLMOHAMNbHOW CNOCOBHOCTU C MOMOLLbIO

onpocHuka CHAQ.

MNMokasatenn AKPnegu 30, 50 u 70 onpegenstoTcs
Kak ynydweHue, cootsetctBeHHO, Ha 30, 50 nnm 70% no
CPaBHEHUIO C UCXOAHBIM 3HAYEHNEM HE MeHee, YeM 3 13
6 nokasatenen npu BO3MOXHOM yxyaweHun Ha 30 % He
Gonee yem 1 nokasaTensi.

HeaddekTBHOCTL NpenapaTta KoHCTaTUpyeTcs B CIly-
Yae otcyTcTBus 30% ynydweHns no kputepusam AKPneau
B TeyeHne 3 MecsILeB.
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Kpumepuu pemuccuu (C. Wallace et al., 2011):
© OTCYTCTBME CYCTABOB C aKTMBHbIM apTPUTOM;
= OTCYTCTBME NMXOPaAKW, CbIMK, CEpo3nTa, CrneHome-

ranumM uUnu reHepannsoBaHHON numdageHonaTum, Tn-

MUYHBIX A5 FOBEHWITBHOTO apTpUTa;
= OTCYTCTBWE aKTVBHOTO YBEUTa;
= HopmarnbHbli nokasatens CO3 u (unn) CPE;
= OTCYTCTBME aKTMBHOCTM B0OMe3Hn no obLien oLeHke

Bpaya (no BALL);
= YTPEHHSA CKOBAHHOCTb MeHbLUEe 15 MUHYT.

YUToObl KOHCTATUPOBATb OMCYymcmeue akmugHoCcmu
6onesHu (HeakTvBHas asa 6onesHu), NauMeHT JOIDKEH
yOOBNETBOPSATL BCEM NEPEYUNCTIEHHBIM KPUTEPUSM.

®apmakonosudeckas KIUuHUYecKasi pemuccusi ycTaHaB-
nvBaeTca B cnyyae, ecnu 6onesHb HaxoguTcs B Heak-
TMBHOM COCTOSIHAM Ha (hOHEe NEeKapCTBEHHOW Tepanuuv B
TeyeHune 6 mec noapsaa.

Heghapmakonoeuyeckas KnuHu4yeckas pemuccus ycTa-
HaBnuWBaeTcs B cnyvae, ecnv 60ne3Hb HaxoguTcs B He-
aKTMBHOM COCTOSIHUM B TeyeHune 12 mecsues nogpsg 6es
NPOTMBOPEBMATUYECKMX MPENapaToB.

MNMokasaTenb «[pOJOMKUTENIBHOCTL pPeEMUCCUM» Bblpa-
XaeTcs B Mecsuax, MPoWeALnX C MOMEHTa HacTyneHus
HeakTUBHOW (ha3bl 6onesHu.




IOBEHWIIbHbIW APTPUT

METOAONOIMMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue mMeToa0B, UCMOJNIb30BaHHbIX NS OLLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[okasatenbHon 6a3on Ans pekoMeHZauui SBnsaTca ny-
Gnmkauum, Bowepwme B KoxpenHoBckyo 6ubnuoteky, 6a3bl
AaHHbIx EMBASE, MEDLINE nPubMed. Iny6uHa nomcka — 5 ner.

MeToabl, ncnonb3oBaHHbIe OIS OLLEHKU KayecTBa
M CUNbl AOKa3aTenbLCTB
= KoHceHcyc akcnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, ucnonb3oBaHHble ANA aHanu3a [oKa3sa-
TenbCTB
= (0630pbl 0Ny6IMKOBaHHBIX METaaHanM3oB
= Cucrematnyeckue 0630pbl ¢ Tabnuuamu JokasaTenbCTB.

OnucaHve mMeTOAOB, UCMONMb30BaHHLIX AN aHanu-
3a goKasaTenbcTB

Mpn oTbope nybrmkaumi Kak noTeHuManbHbIX WUC-
TOYHMKOB [0Ka3aTenbCTB MCNOMb30BaHHas B KaX4oM Uc-
CrnefoBaHnM MeTodonorns udyvaeTcs Ans TOro, YTobbl
ybeanTbCs B ee BanuaHOCTU. PesynbTaTt n3yyeHns BnusieT
Ha ypoBeHb [oka3aTenbCTB, NpuUcBanBaeMblii MyGnuka-
LMK, YTO B CBOIO 04epedb BMMSET Ha CUIy peKoMeHaauun.

Ona MyuHMMM3aumMn noTeHumManbHbIX OWKMBOK Kaxaoe
uccnenoBaHve OUeHMBanochb Hesasucumo. JlioOble pas-
nnymnsa B oueHkax obcyxaanuch BCeli rpynmnol aBTopoB B
MonHOM cocTtase. [1py HEBO3MOXHOCTU [OCTWKEHNS KOH-
CeHcyca NpuBneKancs He3aBMCUMBbIN AKCMEPT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLNi.

Metoakl, ucnonb3oBaHHbIe Ansa opmynvMpoBaHUsA
pekomMeHpaumm
= KoHceHcyc aKkcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)

PekomeHayemast nobpokayecTBeHHas npaktuka Gasu-
pyeTcs Ha KMMHUYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
pekomeHaauni.

JKoOHOMMYEeCKMI aHanu3
AHanus CTOMMOCTU He NpoBOAUNCS U nybnukaummn no
(hapmaKkosKOHOMMKE He aHanM3MpOoBasuCh.

MeTtoa Banugusaumm pekoMmeHgaumm
= BHelLHAs aKkcnepTHas OLEeHKa.
= BHyTpeHHsIst akcnepTHas oLeHKa.

OnucaHue MeToaa BanuMausauum pekoMeHaaumm

HacTosiwme pekomeHgaumn B nNpeaBapuTenbHOn Bep-
cuK Bbinn peLeH3npoBaHbl HE3aBUCUMBLIMK SKCNepTamum,
KOTOpbIX Mpexae BCEro npocunm npoKOMMEHTMPOBATb,
HACKOMNbKO AOCTYMHA 4SS MOHUMaHWS WHTEpnpeTauust [o-
kasaTenbCTB, Nexallas B OCHOBE peKOMeHJaL uil.

OT Bpayei NepBUYHOrO 3BEHA — [OETCKMX PEBMATO-
FI0roB — MonyYeHbl KOMMEHTapUM B OTHOLLEHWW [OXOA-
YMBOCTWU U3NOXEHUS JaHHbIX PEKOMEHAAUMNA, a Takxke
NX OLEeHKa BaXXHOCTW MNpeanaraeMblx peKoMeHAaunn Kak
MHCTPYMEHTA NOBCEAHEBHOW MPaKTUKN.

Bce koMMeHTapuu, MoslyYeHHble OT 3KCrMepToB, TLUa-
TENbHO CMUCTEMaTU3MpoBanuUCbL M obCyxaanucb YneHamm
paboyen rpynnbl (aBTOpamMu pekomeHgaumn). Kaxgbli
NyHKT 06cyxaancst B OTAeNbHOCTH.

KoHcynbTaums n akcnepTHas oLeHKa

[MpoekT pekomeHaauun Bbin peueH3poBaH He3aBu-
CMMbIMW 3KCNEepTamu, KOTOPbIX NMPeXxae BCEro npocunu
MPOKOMMEHTMPOBATL [OXOAYMBOCTb U TOYHOCTb UHTEP-
npeTaumn AokasaTenbHon 6asbl, Nexalleil B OCHOBE pe-
KOMeHJauum.

Pabouas rpynna

[na okoHYyaTenbHOW pefakumMm U KOHTPOSS Kade-
CTBa pekomeHZauny Obiniv MOBTOPHO MpoaHanunanpo-
BaHbl YneHamu paboyel rpynmnbl, KOTOpble NPULLIK
K 3aK/lOYEeHM0, YTO BCE 3ameyaHuss U KOMMeHTapuu
3KCMNepTOB MPUHATHI BO BHUMAHWE, PUCK cucTemMaTuye-
CKMX oLINOOK Npu pa3paboTke pekoMeHdauuMn cBeneH
K MUHUMYMY.

OcHOBHbIe peKoMeHaaumnm

YpOBHM [0Ka3aTeNlbHOCTV UCMOMNb3yeMbIX MeOULNH-
CKMX TexHomnorun no onpegenexHuo LleHTpa gokasatens-
HoW MeauLmnHbl OKCopACKOro yHuBepcuTeTa:

Knacc (yposeHb) | (A) — 6Gonbluve ABOWHbIE CReEnble
nnaueboKoHTpONMpyeMble UCCNedoBaHWs, a Takxke AaH-
Hble, NMOMyYeHHble MPU MeTaaHanu3e HecKoMbKUX paHOo-
MWU3MPOBaHHbIX KOHTPONMPYEMbIX UCCIIEA0BaAHUIA.

Knacc (yposenb) 1l (B) — Hebonblune paHAOMU3NPO-
BaHHbIE 1 KOHTPOMMPYeMblE WCCMEAO0BaHMSA, MPU KOTOPbIX
CTaTUCTWYECKME AaHHble NOCTPOEHbl Ha HEBOMbLIOM YumC-
ne BOMbHbIX.

Knacc (yposenb) Il (C) — HepaHOOMU3MPOBAHHbIE
KMUHUYECKNE WCCNEefoBaHUS Ha OrpaHU4YeHHOM Konnye-
CTBe MaLMeHTOB.

Knacc (yposeHb) IV (D) — BbipaboTka rpynnon akcnep-
TOB KOHCEHCYyca Mo onpeaeneHHon npobneme.
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OMPEOENEHWE

tOBeHunbHbIN apTpuT (KOA) — apTpuT HeycTaHoB-
NEHHOW NPUYMHbI, ANUTENbHOCTBIO Gonee 6 Hedenb, pas-
BMBAIOLLMIACA Y AeTell B Bo3pacTe He cTaplue 16 net npwu
MCKIKOYEHUW OPYrov NaTonorum CycTaBoB

Koa no MKB-10

M08.0 HOHoLueckuiA (FOBEHUMbHBINA) PEBMATOUAHBLIN ap-
TpUT.

M08.3 FOHoLEeCKkuin (FOBEHMINbHbIN) NONMapTpuT (Cepo-
HeraTuBHbIN).

M08.4 lMayumapTuKynAapHbIA  FOHOLLECKUIA (HOBEHWTb-
HbIA) apTPUT.

M08.8 pyrvie t0BEHUMbHBIE apTPUTHI.

M08.9 FOHoLweckuin apTpMT HEYCTaHOBIEHHbIN.

ANMAQEMUoONoOruAa

FOBEHMIbHLI apTPUT — OAHO M3 Haubonee YacTbIX
N cambiX VHBanNMaM3MpyLLMX peBmMaTnyeckux 3abone-
BaHWW, BcTpevawowmxcs y geten. 3abonesaemocts HOA
coctaenseT oT 2 0o 16 Ha 100 ThiC. 4ETCKOro HaceneHus B
Bo3pacTte A0 16 net. PacnpoctpaHeHHocTb KOA B pasHbix
cTpaHax konebnetcst ot 0,05 go 0,6%. Ha Tepputopum Poc-
curickon ®epgepaumn pacnpocTpaHeHHocTb HOA y peten
Ao 18 net gocturaet 62,3, nepeuyHasi 3aboneBaeMocTb —
16,2 Ha 100 Tbic.,B TOM 4Yucne y nogpocTkoB 116,4 n
28,3, y neten oo 14 net — 45,8 n 12,6, COOTBETCTBEHHO.
Yawe aptputom (KOA) GonetoT geBouvkn. CmepTHOCTb — B
npegenax 0,5-1%.

ATNONOIrnAa N NATOrEHE3

FOBEHUMbHBIN apTpUT — MynbTUdaKTOpUanLHoe 3a-
GonesaHue.

MepBUYHBLIN aHTUreH Hem3BecTeH. YyxepoaHbin aHTu-
reH norrowlaeTcss M nepepabaTtbiBaeTCs aHTUIEHNPE3eH-
TUPYIOLWNMU KreTkaMn (QeHAPUTHBIMU, Makpodaramu,
B numdountamn 1 gp.), KOTOpble B CBOK o4epenpb npe-
3EHTUPYIOT ero (Mnu uHpopmauuio o Hem) T numMdoLm-
TaMm. B3anmogencTBme aHTUreHNpe3eHTUpytoLWen KneTku
¢ CD4+-numcouuntaMmn CTUMyNuUpyeT CUHTE3 UMUK COOT-
BETCTBYHOLUMX LUTOKMHOB. WHTepnenkvuH 2, BbipabaTbiBa-
emblil Npy akTueauuu Thl, B3aumoaencTByeT co cneuudm-
Yyeckummn WJT 2-penientopamu, YTO BbI3bIBAET KMOHAMbHYO
akcnaHeuio T nMMAQouUMTOB M CTUMYynupyeT pocT B numdo-
umToB. lNocnefHee NPMBOAMT K MacCUPOBAHHOMY CUHTE3Y
uMmyHornobynuHa (Ig) G nnasmatuyeckummn  Knetkamm,

MoBbILIAET aKTUBHOCTL eCTECTBEHHbIX kunnepo (Natural
Killer, NK) n aktuBupyet Mmakpodparn. UJ1 4, cuHteanpye-
MbI Th2-kneTkamu, BbI3blBAEeT aKTMBALMIO F'yMOparibHOro
3BEHa UMMYyHUTETA (YTO MPOSIBNSETCS BO3pacTaloLmM
CUHTE30M aHTUTEN), CTUMYNALMIO 303MHOMUMNOB U TYYHbIX
KMEeToK, a TakKe pasBuTUe annepruiyeckux peaxummn. Ak-
TUBMPOBaHHbIE KneTku (Makpodaru, T u B numdountel 1
Ap.) CUHTE3NPYIOT MpOBOCMANUTENbHbIE LMTOKMHBLI UJT 1,
nn e, NN 8, N 17, daktop Hekposa onyxonen a (PHO-a)
n gp. lmnepnpoaykums NpoBoCNanuTenbHbIX LUTOKMHOB
NEeXNT B OCHOBE HEOaHI1oreHesa; NoBpPEXAEeHUsI CUHO-
BManbHOW ODOMOYKM CycTaBa, xpsiwa (a BNOCNeacTBun U
KOCTM), @ TakKe B OCHOBE Pa3BUTUS CUCTEMHbIX MPOSIB-
neHwn 6onesHn u TpaHcdopmMaLum OCTPOro UMMYHHOTO
BOCNaneHusi (CBONCTBEHHOIO paHHen CTaauuv IOBEHWMb-
HOro apTpuTa) B XPOHWUYECKOE C Pa3BUTMEM MaHHyca W
HeobpaTUMbIM pa3pyLUEHNEM CYCTaBHbIX CTPYKTYP.

KNACCUPUKALINA

B HacTosLLee BpemMs 0BLLENPUHATON ABRSeTCS Knaccw-
thukaums oBeHUnNbHOro navonatuyeckoro aptputa (KOWA)
BcemupHon nurn peesmaTonormyeckmx accoumaumn (Inter-
national League of Associations for Rheumatology, ILAR)
2-ro nepecmotpa (3amoHTOH, 2001).

1. CMCTEMHbIN IOBEHWNbBHBIA MAMONATUYECKUA apTpUT™.

2. OnuroapTUKYNSPHbBIA HOBEHWUMBbHBIN MANONATUYECKNIA
apTpuT.

3. [llonunapTukynsapHbIi HOBEHUMNBHBLIN NAMONATUYECKUIA
apTpuT, PO-HeratmBHbIN.

4. TlonnapTuKynapHbIN  IOBEHUIbHBLIA MANONATUYECKUI

apTpuT, PO-no3nTMBHBGIN.

KOBEHWIbHBI NCOPUATUYECKUIN apTpUT®.

ApTPUT, aCCOLMMPOBAHHBIN C 3HTE3NTOM®.

7. HeanddepeHumpoBaHHbin  apTpuT (apTpuT, He
OTBEYALLMIA KPUTEPUSAM KaKoM-Nnbo KaTeropum unm
oTBevawwWmn Kputepmsam bonee yem 2 u3 npeacras-
NEHHbIX KaTeropun)*.

o v

NMPUMEPbI AUATHO30B

= [lpumep Ne 1. lMayumapTUKynspHbIA OBEHUIbHbI
apTpuT (ONUroapTUKYNSPHBIA  IOBEHWUNBHLIN MAMONA-
TUYECKUA apTPUT NEepCUCTUPYIOLLWIA), HU3Kasi aKTUB-
HOCTb.

< [Ilpumep Ne 2. KOBEHWNbHLIN PEBMATOMAOHBIA apTPUT,
CEpONO3NTMBHBIN  (MOMUAPTUKYNAPHBLIA  FOBEHWIbHbBIN
MAMONaTUYECKNA apTPUT, CEPOMO3UTUBHbIN), BbICOKas
aKTUBHOCTb.

ﬂpUMeanue. * — paccMaTpuBatoTCa B OTAENbHbIX KIIMHUYECKUX PEeKOMEeHAaLmsIX.
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IOBEHWUNbHbIA APTPUT

NAYUUAPTUKYNAPHbIA KOBEHWUBbHBIN APTPUT
(ONIMrOAPTUKYNAPHBLIN FOBEHWIIbHLIN MAMOMATUYECKUN
APTPUT — KNACCUDUKALIUSA ILAR, 2001)

OMNPEAENEHWNE

ApTpWT C NopakeHNeM OT OJHOro A0 YeThIpex CcycTa-
BOB B TeYeHMe nepBbix 6 MecsiLieB 6onesHu.

Koa no MKB-10
MO08.4 MayumapTukynspHbI FOHOLUECKUI (HOBEHUMb-
HbIN) apTpwT.

ANMAQEMUoONoOruAa

Ha ponto onuroapTtukynapHoro FOUA npuxogutcs
50% Bcex crnyyaeB 3abonesaHus. Pa3suBaeTcs npeumy-
LLLeCTBEHHO Yy AeTel B Bo3pacTe OT 1 roga Ao 5 nert. Yawe
6onetoT geBoukmn (85%).

KITMHUYECKAA KAPTUHA

Hauano 3abonesaHns yalle ocTpoe.

CycTaBHOW CUHAPOM

B TeuyeHue nepBbix 6 MecsuUeB 6ONE3HM TUMNYHO
nopaxeHue < 4 cycrtasoB. Hanbonee 4acTo B npouecc
BOBIEKAKTCS KONMeHHble (89%) n roneHocTonHble (36%)
CyCTaBbl, peXe — MEeIK1e CycTaBbl ManbLeB KUCTEN U
cton (6%), nokTeBble, TazobeapeHHble, Nyye3ansCcTHbIe
N YenCTHO-BUCOYHble (3%). Pa3BuBaeTcq BblpaxeH-
Hast aTpoumsi MbIlWL, PacMONOXEHHbIX MpPOKCUManbHee
cycTaBa, BOBJIEYEHHOrO B MaToONOrMYecKkuii NpoLuecc;
OTMEYaeTCs YCKOPEHHbI POCT anun3os KOCTen no-
paxeHHbIX CcycTaBoB. [py acMMMETPUYHOM FOHWUTE MO-
paXKeHHasi KOHEYHOCTb YANUHAETCS, U hopMupyeTcs Ba-
pycHas gedopMauus rosieHun.

BHecycTaBHble NpoOsIBreHUS

MepegHun yBeut (MpuT, NepegHnin UMKNuT, npungo-
umknuT) passuneaetcs y 20% OONbHbIX ONUIrOapPTUKY-
napHbim FOWA. Tlepeghnn  yBeuT moxeT gebroTrpoBatb
3a HeCKOrmnbKo neT OO pa3BUTUS CYCTaBHOMO CMHAPOMA.
CpegnHun BospacT gebiora ysenta — 2 roga. Yawe 6one-
0T AeBoyku. YactoTa 3abonesaHus Bbiwe npu gopmax,
OTNUYAKLLMXCSA PAHHUM Havanom.

YBeWUT, Kak MpaBuo, xapakrepudyetcs GeccumnToM-
HbIM MOAOCTPbIM UMM XPOHUYECKUM TEYEHNEM U Auna-
FHOCTUPYETCA MPU CHUXKEHUWN 3peHUs U (POPMUPOBaHUM
kaTapakTbl. B GonbluHCTBE cryyaeB Habniogaetcs AOBY-
CTOPOHHWIA YBEUT.

Mpn odTanbmMockonuM  BLISBASAKT Ccregylowmne npu-
3HaKK:

= WN3MEHEHMUS SHOOTENUS POroBuLbl B BUAE peakuum
3anoTeniocTh, OTNOXKEHNUS Ha SHAOTENUM (DOPMEHHbIX
3NEeMEHTOB;

= o0pasoBaHMe pPOroBMYHbLIX NMPeuuMnuTaToB (arperatbl
BOCNanuUTenbHbIX KMETOK, KOTOpble pacnonaratTcs B
HWXKHEW NOMOBMHE POroBuULbl, hopmupyst Tpeyronb-
HUK);

© JEHTOBUAHY AMCTPOGUI0 POroBuLIbl C PasfIMYHOM
CTeNeHblo KanbuuduKkauum n yTOMLIEHUS POrOBMLbI
(knaccuyecknn nNpusHak yBewTa, acCcoLMMPOBAHHOIO
clOUA);

= [UNepemMmio N oTeK pagy>KHoOW 0BOMOYKW, CrNaXeH-
HOCTb €€ PUCYHKa, MOSsIBMIEHWe 3KCcCyaaTMBHO-UOpK-
HO3HbIX OTIIOXEHWI, MHOTAA remMopparun;

= (HopMnpoBaHNE NEPUXPYCTANMKOBLIX MIIEHOK B 06-
nacTu 3payka, 3aJHUX CUHEXWW, CBA3bIBAIOLIMX Kpan
pagyXHon oboMnoYku ¢ nepegHen NOBEPXHOCTbIO
XpycTanuka, 4To NPUBOAUT K W3MEHEeHU opMbl
3pauka.

TEYEHME

MpubnuautensHo y 40% nauMeHTOB pa3BMBAETCS
pemuccus. boneeyem y 50% nauneHTOB COXpaHAeT-
CH aKTMBHOCTb 6onesHn, y 40% 13 HUX onNuroapTput
TpaHcopmMMpyeTcs B MONMAPTPUT, HO YUCIIO NMOPaXKeEH-
HbIX CYyCTaBOB MeHbLUE, YeM Npu nonvaptpute, B gebio-
Te 3aboneBanus. lNMpu gnNUTENbHOM TeyeHUU BonesHu
nocrne KNMHUYECKON peMmnccun MoxeT pa3BUTbCH OCTe-
0apTpuT.

OCJIOXKHEHUA

= JlokanbHOe HapyLLeHe pocta KOHEYHOCTEN.
= KOHTpaKTypbl CycTaBOB.

OUATHOCTUKA

JTaGopaTopHbie uccnegoBaHus

KnuHu4veckuli aHanu3 Kpoeu. reMaToniornyeckme no-
KasaTenu MoryT ObiTb HOPManbHbIMU, B PsiAe Chyyaes
BbISIBMIAIOTCS YMEPEHHas TMMOXPOMHasi aHeMust U MoBbl-
weHwue CO3.

Bbuoxumuyeckuli u umMMmyHosio2u4yeckuli aHasu-
3bl Kpoeu: y G6onbWwKUHCTBA OONbHBLIX — B Npegenax
HOPMbl; BO3MOXHbI MOBbILWEHNEe KOHUeHTpauumn CPB,
IgM, 1gG, a Takxe Hanumyme aHTUHyKNeapHoro gaktopa
(AHD).
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PEBMATUYECKUE BEONE3HU Y OETEU

NHcTpyMeHTanbHbIe uccregoBaHus

PeHmeeHoepacgpusi, KT cycmaeos. PeHTreHomnorunye-
CKNE U3MEHEHUS He OTNNYalTCs OT TaKoBbIX NPU APYrnx
BapuaHtax KOWA, HO meHee BbipaxeHbl. Ha paHHux cTa-
OVSIX CY)XXEHMe CYCTaBHbIX LLernen MoxeT Habnwogarbcs
y 5% 060nbHbIX, 3po3un — y 10%, yckopeHne pocTta
kocTn — y 20% (Hanbonee 4acTo Npu MOpaKeHUn Ko-
NIEHHOro cycTaBa).

MPT cycmasog: CWMHOBWT, yBenMYeHWe KonmnyecTsa
CMHOBMANbHOM XUAKOCTU, OTEK KOCTHOIO MO3ra.

KoHcynbmayuss o¢gpmanbmonoza Heobxoauma Ans
[AMarHocTMk1 yBewTa. Bcem nauueHTam c apTpuTom npo-
BOAAT O(PTarbMOCKOMNMIO.

KPUTEPUU OUATHOCTUKU

OnuroaptukynsapHbii FOUA — apTpuT C nopaxxeHnem

OT OOHOr0 [0 YeTbIpeX CYCTaBOB B TEYEHME NEPBBIX 6 Me-

csaueB 6onesHn. BbigensioT 2 BapuaHTa:

= [epcucmupylowul onueoapmpum: apTpuUT c No-
paxeHnem 1—-4 cyctaBoB B TeyeHue Bcel bones-
HU;

= pacrnpocmpaHuswulica onueoapmpum: nopaxeHue
> 5 cyctaBoB nocrne 6 mecsiLeB 6onesHu.
OuarHos onuroaptukynspHoro FOWUA He moxem 6bimb

YCMaHoB8/IEH NPU HATNNYNN:

= ncopuasa (B TOM Yucfie B aHamHe3e) y naumeHTa unm
€ero poACTBEHHMKOB MEPBOW NMHUM poAacTBa (poau-
Tenu, cubenl);

= apTpwuTa, accouumpoBaHHoro ¢ HLA-B27, y manb4vnkoB
B BO3pacTe cTaplue 6 ner;

= aHKUMO3WPYHLEro CNOHAUNWTA; apTpuTa, accouu-
MPOBAHHOTO C 3HTE3WTOM; cakpouneutTa B coyeTa-
HUK C BOCManuUTeNbHbIMK 3a60NEBaHUSAMUN KULLIEYHU-
Ka; cuHgpoma PeiTepa; ocTporo nepegHero ysenta
NN OHOTO M3 NepeYvucrieHHbIx 3aboneBaHnin y poa-
CTBEHHUWKOB NepBON NMHUU POACTBA;

= nonoxutensHoro P® knacca IgM MuHMMym B 2 npo-
6ax, B3aTbIX C MHTEPBANOM He MeHee 3 MEeCALEB;

= cuctemHoro KOWA y nauuneHTa.

AugbpeperyuanbHbili duacHo3 HEOOXOAMMO MNPOBO-
[AUTb CO Creayowymy 3aboneBaHUsMu:
© apTpuT, aCCOLMMPOBAHHBIV C AHTE3UTOM;
= [CopuaTUYECKNn apTpuT;
= OCTEOMMENMUT;
© apTpuT, accouMMpOBaHHbIN C MHGeKuuen (acentuye-
CKWUI apTpWT, PeakTUBHBbIN apTpuT);
3/10Ka4eCTBEHHbIE HOBOOOPA30BaHUs (Neiiko3, HEMpo-
Bnactoma, capkoma, rmcTMounToMa);
remounus;
TpaBwma;
cemMeliHas cpeiM3eMHOMopCcKas NMxopaaka;
BUINMOHOAYNAPHbIV CUHOBWT;
capkonos;
cuHgpom bnay;
TyGepkynes;

= [006poKayecTBEHHbIE HOBOOOPA30BaHUS KOCTEN U
MSATKMX TKAHEMN.

OLIEEHKA AKTUBHOCTHU

OO6wasn oueHKa Bpa4yoM TeKyLlerh aKkTUBHOCTU 3a-
6oneBaHus

OueHka Tekyllel akTUBHOCTU 3aborneBaHus npo-
Boautcs no 100 MM BM3yarbHOW aHANOroBON LUKane
(BALL), rme O MM COOTBETCTBYET OTCYTCTBUIO @KTUBHOCTH,
100 MM — OY€Hb TSHKENOMY COCTOSHWIO MauueHTa.

Kputepun aktuBHocTu (ACR, 2011)

W Hu3skas (Hanudue ecex mepeyucieHHbIX Kpumepues):

= YKUCIO MOPaXEHHbIX CycTaBoB < 1;

< CO3wunn CPE B HOpME;

« OLEHKa aKTMBHOCTM GonesHun Bpavom no BALI < 3

1310 6annos;
= OLeHKa 00LLero CoOCTOSHNA NauUeHTOM MY POaM-
Tenewm no BALL < 2 n3 10 6annos.
m CpedHsis (MO Hanu4u Kpumepues He coomeemcmeay-
€m Hu3KoU U 8bICOKOU):
= Hanuuue > 1 KpUTEPUSt HU3KOW CTENEHn U < 3 —
BbICOKOWN.
W Bebicokas (Hanuyue = 3 kpumepues):

= YUCIO MOPaXEHHbIX CyCTaBOB 2 2;

<« nokasaTtenb CO3 unu CPE Bbile HOpMbI B 2 pas3a;

« OLEHKa aKTMBHOCTM GonesHun Bpavom no BAL = 7

1310 6annos;
= oLeHKa 0bLero CoOCTosAHUS NALMEHTOM MU poau-
Tenewm no BALL = 4 13 10 6annos..

OueHKa COCTOSAHMA 340POBbA NO afganTMpPOBaH-
HOMYy K AeTckoMy Bo3pacTy onpocHuky (Childhood
Health Assessment Questionnaire, CHAQ)

OueHka nHAOekca (yHKUMOHANBbHON HEeAOCTaTOYHOCTU
(®H) npoBoAUTCA C NOMOLLBID POAUTENBCKOW BEPCUN
cneumanbHoro onpocHuka CHAQ. MuHumanbHoe 3Hade-
HUe uHAekca PyHKLMOHanbHOM HegoctatoyHocth — O,
MakcumarnbHoe — 3. YeM MeHblle 3HayeHue, Tem fydile
dyHKLMOHanbHas cnocobHOCTb NaLmeHTa.

NEYEHUE

HemeoukameHTO3HOE neyYyeHne

Pexxum. B nepvoabl obocTpeHuss 3abonesaHus crieqy-
€T OorpaHuyMBaTh [ABWraTeNbHbIA pexum pebexka. lMon-
Hasi MMMOGWMNM3aLMsA CYCTaBOB C HarnoXeHWeM naHret
MpPOTUBONOKa3aHa, Tak Kak cnocobCTBYET Pa3BUTUIO KOH-
TPaKTyp, aTpodumn MbILLEYHON TKaHKU, yCyrybneHuo octe-
onoposa, ObICTPOMY pa3BUTUIO aHkuo3a. duanyeckue
YNPaXXHEHUS MOMOTalT COXPaHUTb (YHKLMOHAIbHYIO aK-
TUBHOCTb CycTaBoB. [lonesHbl e3fa Ha Benocuneae, nna-
BaHWe, NPOrynku. ber, NpbPKKW, aKTUBHbIE UrPbl HeXena-
TenbHbl. PekoMeHayeTcs CoxpaHsaTb MpsSMyt0 OCaHKy npu
xoAbbe v cuaeHwun, cnatb Ha XeCcTKOM MaTpace N TOHKOW
noayLike. ACKmounTb NCUXO3MOLMOHASTbHBIE Harpysku,
npebbiBaHMe Ha ComHue.
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IOBEHWUNbHbIA APTPUT

Huema. Y 6onbHbIX € cMHApOMOM KyllunHra Lienecoo-
OpasHo orpaHuyeHne noTpebreHus yrneBodoB U XUPOB,
npegnoytuTencHa OenkoBas gveTa. YnotpebneHwe npo-
JYKTOB C MOBbILLEHHBIM COAEPXaHMEM KanbLns 1 BUTAMU-
Ha D onsa npogumnakTvkm octeonoposa.

JleuebHas ¢husKynbmypa — BaXKHEWLLNA KOMIMOHEHT
neyeHnst KHOLLECKOro apTpuTa. Heobxoaumel exeaHes-
Hble yNpaxHeHUs Ans yBenMueHns obbema OBUXKEHWA B
cycTaBax, yCTpaHeHus crubaTtenbHbIX KOHTPaKTyp, BOC-
CTaHOBMNEHMS MbILLIEYHON Macchl. [1pn nopaxeHun Ta-
300eapeHHbIX CYCTaBOB — TPaKLMOHHbIE NpoLeaypbl
Ha MOPaXXEHHYI0 KOHEYHOCTb MOCMe NpeaBapuUTesibHOM
KOHCYNbTaLuuM OpTOMeAa; XOXAEHWe Ha KocThinsax. B ne-
puroa pasBUTUSI KOKCUTa M acenTUYeckoro Hekposa Ta-
300eapeHHbIX CYyCTaBOB nNepeasmkeHne 6onbHoro 6e3
KOCTbINEN NpoTnBOnokasaHo. JleyebHyo durakynsTypy
NPOBOAWTbL B COOTBETCTBUU C WHAMBMAYaNbHbIMW BO3-
MOXHOCTAMY 6ONBHOTO.

Opmoneduyeckasi koppekyusi. Ctatudeckme opTesbl
TWNA LUWH, NIOHTET, CTENEK U QMHAMWUYECKMe OTpe3bl B BUAE
NErkMx CbeMHbIX annapaTtoB. [ns cTaTU4ecknx opTe3oB
HeobxoaMMa NpepbIBUCTOCTE MMMOBUAU3aLMK: UX Ceay-
€T HOCUTb MNN HageBaTb B cBODOJHOE OT 3aHATUIN BPEMS
N B TeYeHue AOHs 0653aTenbHO CHUMaTh Ans CTUMYMAUMK
MbILLEYHOW CUCTEMbI BO BpeMs (DM3NYECKUX YynpaxHe-
HUIA, 3aHATURA, TpygoTepanuu, Tyaneta. [1pu BbipaXeHHOM
0CTeonopo3e B rpygHOM M MOSACHWYHOM OTAernax no-
3BOHOYHMKA — HOLLEHME KOpCeTa MW PEKNUHMPYIOLLEN
CUCTEMbI; MPU NOPaXEHUN CYCTaBOB LUEWHOMO OTAena no-
3BOHOYHMKA — ronioBoAepKaTens (MArkoro, >XecTKoro).

MeaukameHTO3HOeE neyeHue

Kputepun oueHKn athheKkTBHOCTN NPOTUBOPEBMATU-
Yeckomn Tepanuu npeacTasBneHsl B [punoxeHnu.

HecmepoudHble npomugogocnanumensHble npena-
pambi (B) NpUMEHSOT NPU HU3KOM akTUBHOCTU BonesHu,
OTCYTCTBMM KOHTPAKTYp B CcycTaBax W dakTopoB Hebna-
ronpusTHOro nporHo3a. MoHoTepanusi HecTepOnaHbIMU
NpOTMBOBOCNANUTENbHLIMK NpenapaTtamu AnuTcs He 6o-
nee 2 MecsiLeB.

Inrokokopmukocmepoudbl U uMMyHodOenpeccaH-
mbl. [pn HanM4YMM akTMBHOIO apTpuTa NPOBOAST BHY-
TpucyctaBHble MHbekuumn IK: 6emamemasor (B) — He
yauwle 1 pasa B 6 Mec, mpuamyuHosioHa 2ekcayemo-
Hud (B) — He valye 1 pasaB 4 mec. B cnyyae Headhdek-
TuBHOCTU HIMBI HasHavatoT Memompekcam (C) nopa-

KOXHO B go3e 15 mr/ M2 Ha BBefeHue 1 pas B Heq unu
BHYTPUMbILIEYHO. [1pn BbICOKOW U CpeHeNn akTUBHOCTH
f©onesHn BHe 3aBUCMMOCTU OT hakTopoB Hebnaronpu-
SATHOrO MPOrHO3a, a TakXe MPU HU3KOW aKTUBHOCTU
BonesHn n Hanuynm pakTopoB HebGNaronpuATHOrO Mpo-
rHo3a neyeHne MeTOTPEeKCaTOM HayuHalT cpasy nocne
BepudmKaLmm guarHosa.

FeHHO-UHXeHepHble 6uosio2uyeckue npenapamaol.
B cnyvae HeaddekTvBHOCTM MeTOTpekcaTa 4yepes 3 Mec
(otcytcTBMe 30% ynydweHus no kputepusm ACR, npu
HEobXx0aAMMOCTN — paHblle) /MM ero HenepeHoCMmo-
CTW NpuUMeHsitoTea MHrmdmntopbl PHO-a: aganumymat (C)
MOJKOXHO B [03€e 24 Mr/M? Ha BBeaeHue 1 pas B 2 Hep
B COMETaHUU C MeToTpekcatoMm B Ao3e 15 mMr/mM? Ha BBe-
OeHve 1 pa3 B Hep, unu smaxepyenm (C) NOOKOXHO B
fose 0,4 mr/kr Ha BBeAeHWe 2 pasa B Hefd B COYeTaHun C
MeToTpeKcaToM B Ao3e 15 Mr/M? Ha BBeaeHue 1 pas B Heq,

Mpwn HeadbekTMBHOCTH nepBoro uHrmbutopa ®HO-a
B TeueHue 4 mec (HeOOCTWXEeHWe CTagun HEAKTMBHOW
bonesHu, Npu HeobXxoauMOCTM — paHbLue) U/unn ero
HEeMnepeHOCUMOCTN — MepPEKYEeHne Ha 8mopol UHau-
6umop ®HO-a (D) nnu npenapaT ¢ APYrMM MEXaHU3MOM
aencteus — abamauenm (D) B go3e 10 mr/kr Ha BBege-
HWe BHYTPUBEHHO Mo cxeMe 0-5; 2—-4-9 Hef, fanee Kaxxable
4 Hefi B KOMBUHALMM C METOTpeKcaToM B Ao3e 15 Mr/m2 Ha
BBefeHve 1 pas B Hed. OTaHepuenT u aganumymad moryT
NMPUMEHATLCA B Ka4eCTBE MOHOTEpanuu.

Xupyprudeckoe nevyeHue
OHOoNpOTE3MPOBAHME CYCTaBOB.

Ucxoabl UTMPOIrHO3

CmepTHOCTb 04eHb Hu3kas. Y 10% GomnbHbIX C yBEUTOM
pasBuBaeTCcs crnenorta.

®akmopbi HebnazonpusimHo2o npoz2Ho3a (ACR, 2011):

= nopaxeHune TazobedpeHHbIX CyCTaBOB WM LUEWHOrO
OTAena No3BOHOYHMKA;

= opaxeHue rofIeHOCTOMHOMO AW fy4Ye3ansiCTHOro Cy-
CTaBa M 3HauuTeslbHOe UMW NPOJOIHKUTENBHOE MOBbI-
LeHve NabopaTopHbIX NokasaTenew;

= [eCTpyKuMsi CyCTaBOB MO AaHHbIM PagMONorM4yeckoro
obcnenoBaHus (3po3uK CYCTaBHBIX MOBEPXHOCTEN UK
CY)XXE€HNe MEXCYCTaBHbIX LLernen).
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IOBEHUINbHbLIN MONUAPTPUT, CEPOHEFATUBHbIW
(MONNAPTUKYNAPHBIA IOBEHUNbHBIA UANONATUYECKUA APTPUT
P®-HEFATUBHbBIN — KITACCU®UKALIUA ILAR, 2001)

OMNPEOENEHUE

ApTpUT C NopaxeHneMm = 5 CycTaBoB B TeueHue nep-
BbIX 6 MecsLEeB bonesHu, TecT Ha PO — oTpuuatenbHeIii.

Koa no MKB-10
M08.3 FOHoLleckuin (OBEHUMbHDBIN) NONMAPTPUT, CEPO-
HeraTuBHbIN.

ANMUAEMUONOInA

Ha gonto nonuaptukynsipHoro HKOWA P®-HeraTmBHOroO
npuxogutca MeHee 20-30% Bcex cryyaes HOVIA. PassuBa-
eTcs y feten B Bo3pacte ot 1roga o 15 net. Yawe 6onetot
aesoykn (90%).

KNWHUYECKAA KAPTUHA

[Je6toT 6onesHn MoxeT BbiTb OCTPLIM, HO Y BOMbLLNH-
CTBa NaLMEeHTOB OH MOCTENEeHHbIN, C BOBMEYEHNEeM B Npo-
Liecc HOBbIX CYCTaBOB.

CyctaBHOW CUHAPOM

YTpeHHAs CKOBaHHOCTb MU CKOBAHHOCTb B [BUWXe-
HUAX MOCRe COCTOAHWUSA MOKOA MOryT Habniwopatbcs
HeCKOINbKO YacoB unn B TedeHue Bcero AHA. CycTtasbl
onyxatT, MOTyT ObITb TEMNBLIMU Ha OLLYMb, LIBET KOXMK
Hag cycTaBaMu He uameHsieTcs. opaxalTes npenmy-
LWEeCTBEHHO KOMNEHHble, Myye3ansiCTHble M rofneHocTon-
Hble cycTaBbl. Menkue cyctaBbl pyK M HOI MOTYT BO-
BNeKaTbCsA B MPOLECC KaK Ha paHHMX, TaK U Ha MO34HUX
cTagunsax bonesHn. Hambonee 4vacto nopaxatorcsa |l un
[1l nAcTHO-thbanaHroBble W NPOKCUManbHble MexdanaH-
ropble cyctaebl. YacTo BoBnekawTcsa B npoLecc 4ye-
MOCTHO-BMCOYHbIE CYCTaBbl, U DOPMUPYETCH «NTUYbS
4yencTby. MNopaxeHne LWeRHOro oTAena NO3BOHOYHMKA
Ha paHHUX cTagusax GonesHyn B OONbLUMHCTBE Cryvaes
He guarHocTupyetcs. YMCro mopaXeHHbIX CycTaBOB
f6onble, yem npu PO®-no3UTMBHOM nNONMApPTUKYNsAp-
Hom KOWA, a xapaktep cycTaBHOro cuHgpoma 6onee
acummeTpuyHbin. Y 20% 6onbHbIX yXe B AebioTe pas-
BMBAETCA KOKCUT C HapylueHnem GyHKuumn TasobegpeH-
HbIX CyCTaBOB. Y OTAENbHbIX MALMEHTOB KIMHUYECKne
CUMNTOMbI BOCNaneHusa B cyctaBax M runeprpogus
CMHOBMANbHON 0BOMOYKM OTCYTCTBYIOT; B HUX OTMeyYa-
IOTCS1 CKOBAHHOCTb, MPOrpeccupyolime KOHTPaKTypsbl,
accouunpoBaHHble C BOCManUTENbHbIMU U3MEHEHUAMU
nabopaTopHbIX Mokasatenen. Takoe COCTOSAHWE MONy-

4YMIIO HasBaHWe Cyxoro cuHosuTa. Ero kputepuamu

ABNSAOTCS:

= 605ib 1 CKOBAaHHOCTb B CyCTaBax B TeYeHue 3 mecs-
Lues,

= MWHMMasnbHble BOCManUTENbHble W3MEHEHUHA B Cy-
cTaBax;

= u3nKanbHO He onpegensieMoe YTOMLWEHWe CUHOBU-
anbHo 060M04KM, CoveTatoLeecs CO CKOBaHHOCTbIO
>1y;

= HapyweHue QyHKLMM B CycTaBax (C KOHTpaKTypamu
nnu 6e3 Hux);

= ynyylweHve QyHKUMM B CyCTaBax U YMEHbLUEHWE Bbl-
paX€HHOCTW CMMNTOMOB 3abonesBaHnss Ha (poHe ne-
KapCTBEHHOW Tepanuw.

BHecycTaBHble NposiBrieHUA

YBenT Habnopaetcs y 15% peteit ¢ aebrotom 6onesHu
B paHHeM Bo3pacTe. BeisBnsawTca ammoTpodms 1 3agepx-
Ka pocTa, 0COGEHHO BbipaXXeHHasi MPW paHHEM Havane u
BbICOKON aKTMBHOCTM 3aboneBaHus. Hepegok cy6debpu-
nnTeT; Npu uU3nkanbHOM UccnenoBaHWM oBHapyXuBaeT-
ca numdpageHonaTums.

TEYEHME

TeyeHve apTpuTa y GONMbLUMHCTBA NaLUUEHTOB OTHOCU-
TenbHO AoOpokadecTBeHHoe. Y 10% nauveHTOB pas3BuBa-
l0TCS TSKEIble AECTPYKTUBHbIE U3MEHEHUS B OCHOBHOM B
Ta300eapeHHbIX 1 YENMHCTHO-BMCOYHbIX CyCTaBaXx.

OCNOXHEHUA

= CrubaTtenbHble KOHTPAKTYpbl B CycTaBax.

= HapyweHue pocra.

« CHwuxeHune OCTPOThbl 3peHNnda U pasBuUTUE ClienoTbl
BClieACTBNE aKTUBHOIO TeYeHusa yBeuTa.

AUWATHOCTUKA

JTabopaTtopHble uccnegoBaHus

KnuHuyeckuli aHanu3 Kpoeu. rMnoxpoMHast aHemus,
HEBbIPAXEHHbIN HENTPOUNbHBLIA NENKOLMTO3, MOBbILLE-
Hue CO3.

Buoxumuyeckue u umMmyHosnoau4eckue ucciedo-
eaHusi Kpoeu: NOBbILeHNEe KoHLeHTpauun CPB, IgM,
IgG. MonoxuTenbHbIn aHTUHYKNeapHbln daktop (AH®)
y AeTen c febiotom B paHHEM Bo3pacTe, oTpuuatenb-
HbI PO.
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NHcTpyMeHTanbHbIe uccregoBaHus

PernmeeHonozuyeckoe uccnedoeaHue. Onpefenset-
Csl CyXeHue CycTaBHbIX Lienen. Yepes 2 roga ot gebiwora
3aboneBaHnsa aHKMIO3 B CyCcTaBax 3ansicTbs pa3BMBaeTCs
y 12% nauueHToB, 4Yepe3 6 net — y 43%. Ha nosgHux cta-
ANSX aHKM103 BO3HMKaeT B anodusanbHbeix cyctasax llu i
LUENHbIX MO3BOHKOB.

KPUTEPUU OUATHOCTUKU

MonuvaptukynspHbin  KOUA PO-HeratnBHein — apTput

C nopaxeHnem = 5 CycTaBOB B TeYeHVe nepBblX 6 MecsiLeB

6onesHu, TecT Ha PO — oTpuuaTenbHbIN,
OnarHos nonuaptukynspHoro KOWUA P®-HeratmBHOro

He moxem 6bImb ycmaHoe1eH NPW HaNMYnu:

= fcopuasa (B TOM YnCne B aHaMHese) y naumeHTa unu
€ro poACTBEHHUKOB MEPBON NMHMM PoAcTBa (poau-
TEnu, cmobehbl);

= apTputa, accouumpoBaHHoro ¢ HLA-B27, y mans4mkos
B BO3pacTe cTaplue 6 neT;

= aHKMMO3MpYKOLLero CrnoHAunuTa; apTpuTa, accouuu-
POBaHHOTO C 3HTE3UTOM; CakpounemTa B COMETaHUU C
BOCNanuTeNbHbIMM 3ab0NeBaHNAMUN KULIEYHUKE; CUH-
apoma Pentepa; ocTporo nepegHero ysewTa unm ofa-
HOro 13 NepeyYncrieHHbIX 3aboneBaHnin y pOACTBEHHN-
KOB NepBON NMHWUN POACTBA;

= nonoxutensHoro P® knacca IgM MuHMMYM B 2 npo-
Bax, B3ATbIX C UHTEPBANIOM HE MeHee 3 MECSILIEB;

= cuctemHoro KOWA y naumeHTa.

AupgpeperyuanbHbili duazHO3 HeobXoanMo MpPoOBO-
[AUTb CO Crieaytowymy 3aboneBaHUsaMu:
= CcuCTeMHas KpacHas BonyaHka;
= nepekpecTHble (overlap) cMHApPOMbI, BKOYatoLime
CMellaHHoe 3aboneBaHvie COeQNHUTENBHOW TKaHW;
runepTpodmyeckas octeoapTponarTus;
nporpeccupyioLlas ncesgopeBMaTyeckas aptTponaTtus;
ocTpas peBMaTnyeckas nuxopagaka;
peaKkTUBHbIN apTpuT;
BakTepvanbHbIi S3HAOKAPAWT;
Tybepkynes.

OLIEHKA AKTUBHOCTH

O6wan oueHKa BpayoM TeKyLLel akTUBHOCTU 3a-
6oneBaHus

OueHka TekyLen akTMBHOCTM 3aboneBaHns NpoBoO-
antcano 100 mm BALL, rge O MM COOTBETCTBYET OTCYT-
CTBUIO aKTMBHOCTU, 100 MM — OY€eHb TSAXEeNoMy COCTOSA-
HUWIO NaumneHTa.

KpuTtepun aktuBHocTH (ACR, 2011)
B Huskas (Hanudue ecex Kpumepues):

= YUCIIO MOPAXEHHbIX CYCTaBoB < 4;

« CO3unn CPB B HOopMmE;

= OleHKa akTuBHocTM 6onesHun Bpadom no BAWl < 4

13 10 6annos;

= OueHKa oBLero COCTOSIHUS NaLMEHTOM UM poau-
Tenem no BALL < 2 13 10 6annos..
m CpedHsia (o Haauqul Kpumepues He coomeemcmay-
em HU3KoU U 8bICOKOU):
= Hanuuue > 1 KpuTepus HU3KOW cTeneHn n < 3 —
BbICOKOMN.
W Bsicokas (Hanu4yue = 3 Kpumepues).
= YUCIIO MOpPaxeHHbIX CycTaBos > §;
= CO3wunu CPE BbiLe HOPMbI B 2 pasa;
© OLeHKa aKkTUBHOCTM 6onesHun Bpavom no BAL = 7
1310 6annos;
= oLueHKa obLiero CoCToSHUS NauneHToM Unm poau-
Tenem no BALL = 5 13 10 6annos..
CHAQ
OueHka nHgekca ®H npoBoaMTCA C MOMOLLBIO poO-
OUTEenbCKOM Bepcun cneumanbHoro onpocHnka CHAQ.
MuH1ManbHoe 3HaveHue uHOekca PyHKUMOHaNbLHOW He-
goctatouHoct — 0, makcumansHoe — 3. Yem meHblue
3HayeHve, Tem nyywe yHKUMOHanbHas CcnocobHOCTb na-
LmeHTa.

NEYEHMUE

HemeaukameHTO3HOE ne4vyeHune

Pexxum. B nepuogbl obocTpeHnsi 3abonesaHus crnegy-
€T OorpaHnyMBaTh [ABWraTenbHbl pexum pebenka. Mon-
Hast UMMOOMMM3aLMs CYCTaBOB C HaNoOXeHWeM naHreT
MPOTMBOMNOKa3aHa, TaK Kak CnocobCcTByeT PasBUTUIO KOH-
TPaKTyp, aTpodumn MbILLEYHON TKaHU, yCyrybneHuo octe-
onoposa, ObICTpOMY pa3BUTUIO aHkunosa. Pusmyeckune
yNpaxHeHUsi cnocobCTBYOT COXpaHeHMo (yHKLMOHAasb-
HON aKTMBHOCTW CycCTaBoOB. [lonesHbl e3fa Ha Benocunese,
nnaBaHwe, Nporynku. ber, NPbbKKKU, akTUBHbIE Urpbl He-
XenatenbHbl. PEKOMEHAYeTCA COXpaHATb NPSMY0 OCaHKy
npu xoabbe 1 cmaeHun, cnaTb Ha XXECTKOM maTtpace u
TOHKOW nogyLuke. VCKnounTb NCMXO3IMOLMOHAsbHbIE Ha-
rpy3kun, npebbiBaHNe Ha COMHLLE.

HAuema. Y BonbHbix ¢ cuHgpomoM KylumHra uenecoo-
OpasHo orpaHuyeHne noTpebneHus yrneBoAoOB U XMPOB,
npegnoyTMTensHa OenkoBas AueTa. YnotpebrneHue npo-
JOYKTOB C NOBbILLIEHHbIM COAEPKaHUeEM KanbLus U BUTaMu-
Ha D ang npodunakTuku octeornoposa.

JleyebHass ¢puskynbmypa — BaKHENLUNA KOMMOHEHT
neYeHnst oHoLLEecKoro aptputa. Heobxogumbl exenHeB-
Hble yNpaXKHeHWs1 ANs yBenuyeHus obbema OBWXKEeHUN B
cycTaBax, yCTpaHeHus crubaTenbHbIX KOHTPaKTyp, BOC-
CTaHOBMEHUS MbILLIEYHOW Macchl. [1pn nopaxeHuun Ta-
306epeHHbIX CyCTaBOB — TpaKUUOHHbIE NPOLeaypbI
Ha MOpaXXeHHYK KOHEYHOCTb MOCMe npeaBapuTeribHOW
KOHCyMnbTauunm OpTONeAa, XOXAEHWEe Ha KOCTbinsgx. B ne-
puoa pasBUTUSA KOKCUTA M acenTU4ecKoro Hekposa Ta-
300eapeHHbIX CYCTaBOB NepeaBmkeHne 6onbHoro 6e3
KOCTbINIEN NPOTMBOMOKa3aHo. JleuebHyo uskynstypy
NPOBOAUTL B COOTBETCTBUM C WHAMBUAYanbHbIMU BO3-
MOXHOCTAMMW BOSLHOTO.

Opmoneduyeckasi koppekyus. Ctatnyeckme opre-
3bl TUMA LLUWH, FTIOHTET, CTENEK WU AMHAaMUYeckne oTpesbl
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B BMAE NErknx CbeMHbIX annapaTtoB. [ns ctatmyeckux
opTe30B HeobxoMMa NpepbIBUCTOCTb MMMOBUNM3auum:
MX crepyeT HOCWUTb UNW HafeBaTb B CBOGOAHOE OT 3a-
HATUA BpeMs U B TeyeHue AHA 00583aTenbHO CHUMAaTb
ANS CTUMYMSALMM MBILIEYHON CUCTEMbI BO BpeMsi ouU3u-
YeCKMUX YNPaxHEHW, 3aHATUA, TpydoTepanuu, Tyanerta.
Mpu BblpaXXeHHOM OCTeonopo3e B rPYAHOM U MOSICHWY-
HOM OTZenax MO3BOHOYHMKA — HOLUEHMe KopceTa unu
PEKINMHUPYIOLLIEN CUCTEMBI; MPU MOPaKEHUWN CYCTaBOB
LIeHOro oTaena MO3BOHOYHMKA — TONOBOAEpXKaTeNs
(Msrkoro, XecTKOro).

MeaukameHTO3HOE neyeHue

Kputepun oueHkn athdhekTMBHOCTM NPOTMBOPEBMATH-
YeCckomn Tepanuu npeacTtasneHsl B [punoxeHnn.

HecmepoudHblie npomugosgocnanumernsHble npena-
pambi (C) npyMeHsoT 4o Bepudumkaummn guardosa. MoHo-
Tepanuo HMBIM npoBoaaT He 6onee 2 mec.

Inrokokopmukocmepoudbl U UMMYyHoOenpeccaH-
mbl. Tlpy HanNM4Mn BbIpaXXEHHOro apTpuTa B KayecTBe
bridge(mocT)-Tepanun NpoBOAAT BHYTPUCYCTaBHbIE UHB-
ekumn TK: 6etametasoH (B) — He valye 1 pasa B 6 mec unm
mpuamyuHonoHa eekcayemoHud (B) — He vaule 1 pasa B
4 mec. Npn BbICOKOW aKTUBHOCTM BONE3HWN U OTCYTCTBUM
¢akTopoB HEONAronpMATHOrO MPOrHo3a, a Takke npu
cpegHen akTMBHOCTM GOMesHn M Hanuuum (HakTopoB He-
GraronpusiTHOro NPorHo3a cpasy nocre Bepudmkaumm
AMarHosa HasHayalT Memompekcam NOAKOXHO UK BHY-
TpuMbiweyHo (B) B 4o3e 15 mMr/m? Ha BBefeHve 1 pas B
Hen wnu negpyHomud (B) B go3e 0,6 mr/kr B cyT (He Bonee
20 mr/cyT).

leHHO-UH)XeHepHble 6uono2uyeckue mnpenapamal.
[Mpn HenepeHoCMMOCTN W/Mnn HeaEKTUBHOCTU METO-
TpekcaTa nnu nednyHomuaa B Te4eHue 3 Mec U Npu Bbl-
COKOW Unv CpeaHen akTUBHOCTM BONesHn BHe 3aBUCKUMO-
CTM OT Hann4us HakTopoB HebnaronpusTHOrO MPOrHo3a

NPUMEHSIIOT UHrMbuTopbl PHO-a: adanumymab (B) B [o3e
24 Mr/M2 Ha BBEEHME NOOKOXHO 1 pas B 2 Hef, B coveTa-
HUM C METOTPeKcaToM B 03e 15 Mr/m? Ha BBeaeHue 1 pa3
B Hef, unv asmaxepuyenm (B) nogkoxHo B gose 0,4 mr/kr
Ha BBEZEHVE 2 pa3a B HeJ B COYETaHWUN C METOTPEKCATOM
B fo3e 15 mr/mM? Ha BBefeHue 1 pas B Hefl, unv abama-
yerim (B) BHyTpMBEHHO B J03e 10 mMr/Kr Ha BBEAeHWEe No
cxeme 0, 2-9, 4-4 Hep, nanee kaxable 4 Hed B KOMOUHaLIMK
C MeToTpekcaToM B fi03e 15 mr/m? Ha BeeaeHne 1 pa3 B
HeZd (MpegnovTuTENbHEe Npw nonuapTukynspHom HOUA
P®-noanTtuBHoM), unu moyunusymab (B) BHYTPUBEHHO Y
Zeten ¢ maccon Tena > 30 Kr B 103€ 8 MI/Kr Ha BBeeHue, y
fetew c maccoit Tena < 30 kr — B fo3se 10 mr/kr Ha BBe-
OeHue 1pa3 B4 Hep.

B cny4ae HeahheKTBHOCTM NEPBOro UHrMbuTopa
®HO-a B TedeHne 4 mMec (HeLOCTUXEHNE CTafuMU Heak-
TVBHOW GonesHn, Npyu HEOOX0AMMOCTN — paHbLLe) U/Mnu
€ro HenepeHoCMMOCTU MPUMEHSIOT 8mopol uHaubumop
®HO-a (C) wnn abamauenm (D), nnn moyunusymab (D).
OTaHepuenT v aganumymadb MOryT NPUMEHATLCS B Kade-
CTBE MOHOTEpanuun.

Xupyprudeckoe nevyeHue
OHOonpoTe3npoBaHne CycTaBOB.

ncxodbl UTMPOIrHO3

Bce petv ¢ paHHuM [eboToM NonuapTUKynspHOro
FOWA P®-HeraTBHOrO MMeOT HEGNAronpusTHbIA Npo-
FHO3, BbICOKWUI PUCK Pa3BUTUS TSHXKENOro AeCTPYKTUBHOIO
apTpuTa, UHBanuau3aumMyM Mno COCTOSIHUKO OMOPHO-ABUra-
TenbHOro annapara.

®dakTop HebnaronpusaTHOro nporHo3sa (ACR, 2011):
= nopaxeHue TazobeapeHHbIX CYCTaBOB.
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IOBEHWIIbHbIN PEBMATOUAHbLIA APTPUT,

CEPOMO3UTUBHbIU
(MONMUAPTUKYNAPHBIN IOBUHUIbHBIN UAMONATUYECKUA APTPUT
P®-NO3UTUBHbIN — KNTACCUOUKALIUA ILAR, 2001)

ONPEAENEHWE

ApTpUT C NopaxeHWem = 5 cycTaBOoBB TeuyeHue
nepBbix 6 mecsaueB 6onesHn, Tect Ha PO — nonoxu-
TenbHbIN B 2 Npobax, B3STbIX C MHTEPBANOM HE MeHee
3 mecsaLeB.

Kopa no MKB-10
MO08.0 FOHowwleckuin (HOBEHWIbHbIN) PEeBMATOUAHbIA ap-
TPUT, CEPOMO3UTUBHBIN.

ANMUAEMUONOInA

Ha ponto nonunaptukynapHoro KOUMA P®-no3ntnBHoOro
npuxogutcs ot 3 Ao 10% Bcex cnyyvaes lOVA. PassumBa-
eTcs y geten B Bospacte oT 8 go 15 net. Yawe Gonetot
neBoykm (80%).

KNMUHUYECKAA KAPTUHA

[ebtoT 3aboneBaHusi MOXeT ObITb OCTPbIM, HO, Kak
npaBuno, MOCTEMNeHHbIN, C BOBMEYEHWEM B MPOLIECC HO-
BbIX CyCTaBOB.

CyctaBHOW CUHOPOM

Pa3BuBaeTcd CUMMETPUYHbLIN NONUAPTPUT C nopa-
XEHMEM KPYMHbIX U MENKNX CyCTaBOB KOHE4YHOCTeN. B
nepByl0 o4yepeb nopaxarTcs MexdanaHroBble, MeTa-
KapnodanaHroBble M MNpoKcUMarnbHble MexdanaHroBble
CYCTaBbl KMUCTeW, MnocHedanaHroBole U MexganaHroBble
cycTaBbl CTOM. B mpouecc Takke BOBMEKAOTCS LUENHbIN
OoTAern NO3BOHOYHUKA U YEMCTHO-BUCOYHbIE CYCTaBbl.
B otnuume ot maumeHToB ¢ nonuaptukynspHeim KOUA
P®-HeraTMBHbIM «NTUYbS YENOCTbY POPMUPYETCS PELKO
B CBs3M ¢ bGonee no3gHMM (Mo Bo3spacty) aebwoToMm 3a-
boneBanusa. Hanbonee ObICTPO orpaHuMyeHne yHKLMK
pa3BuBaeTCs B fy4es3ansdcTHbIX CycTaBax C (hOpMMpoBa-
Huem dedopmauui. [lepopmauum BKNOYAOT YrbHAPHYIO
JeBuaumio 3ansacTbst U MeTakapnodganaHroBbiX CycTaBOB,
N3MEHEHNE CYCTaBOB MO TUMY «BYTOHbEPKM» U «LUEeU ne-
Gens». [Jedopmaumn Takke pas3BMBaKTCA B CycTaBax HoOr
n BkmroyaroT hallux valgus, monoToobpasHoe mMckpuBnie-
HWe nanbLeB u ap.

BHecycTaBHbIe NposiBreHUs1
O6wue nposieieHust: cnaboctb, NOTEPs Macchl Tena,
peKko — nuxopajka.

PeemamoudHble y3enku cnyxaT Hawbornee 4acTbiMu
3KCTPaapPTMKYNAPHbIMU NposiBrieHnsaMW. OHM BO3HMKAKOT
y 30% nauueHTOB Ha nepeom roay 6onesHu. MoryT noka-
nM30BaTbCsl AUCTallbHEe JIOKTEBOrO oTpocTka (olecranon)
M Ha ApYrux KOCTHbIX BbICTynax, B obnactu axunnoea cy-
XOXWUMNSA 1 ApYrX MecTax. Y3enKku nnoTHble, MOABUXKHbIE,
6e360ne3HeHHbIe, OAHAKO HafaBNMBaAHWE MOXET Bbl3BaTb
0ornb. Hannune peBmaTomgHbIX Y3enkoB — akTtop He-
6naronpmnaTHOro NPOrHo3a.

Backynum pa3smBaeTcs pefko.

CuHOpom ®enmu nposiBNSETCA HeWTponeHuen,
cnneHomeranvien, acCoUMMPOBaHHOW C YacTbiMU MHMEK-
umamun. PassmBaetcs penko. KOCTHbI MO3r — HOpPMO-
KNEeTOYHbIN.

MopaxeHue nezkux u cepdevHo-cocyducmoli cucme-
MbI. MOXeT pa3BuBaTbCA HEQOCTATOMHOCTb AoOpTaribHOro
knanaHa. CUMNTOMbI MOpPaXeHUsi cepaua NosiBRSTCS Ye-
pe3 4-17 net o1 gebtota 6onesnn. LWymbl B cepaue moryT
BbICNyLIMBATLCS ke vepe3 1 rog ot gebtota. Co CTOPOHBI
nerknx — nUMQONIHbIN UHTEPCTULMATBHLIA MHEBMOHUT
unn obnutepupyrowmn Gponxuonut. CumnToMbl nopa-
XeHust nerkux nosienstotcst Yepes 10—-20 net ot aebioTa
3ab0oneBaHnst 1M BKIHOYAKOT TAXMMHOY, AWUCMHO3, HEeMpo-
OYKTUBHBIN Kallernb, NMxopagky; npyu ayckynbtaumm —
Kpenutauuio.

TEYEHME

Yactota pemuccuin camasd HuU3Kkas cpefn BCcex Ba-
pnaHtoB FOMA — o1 0 go 5%. Npu cBOEBPEMEHHO
HavyaToW ajekBaTHOW Tepanuu YyactoTa peMmuccun [o-
cturaet 65%.

OCNOXHEHUA

= CrubatenbHble KOHTPAKTYpbl B CycTaBax.
« AmMunonaos.
= (CeppgeyHas 1 neroyHas He4OCTaTOYHOCTb.

AOUATHOCTUKA

JlTabopatopHbie nccnegoBaHus

KnuHuyeckull aHanu3 Kpoeu: rMnoxpoMHasi aHemus,
HEBbIPaXXEHHbIV HEWTPOMUNBHBIA NIENKOLMTO3, MOBbILE-
Hue COQ.

Buoxumuyeckuli u umMmyHosio2uyeckuli aHanu3bl
Kpoeu: noBbilleHne KoHueHTpauum CPB, IgM, 1gG. MNo-
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noxutenbHoln AH® (y 80%), nonoxutensHelin PO knacca
IgM, nonoxuTenbHble aHTUTENa K LMKNNYECKOMY LIUTPYI-
nuHosomy nentugy (y 57-90%).

MHcTpyMeHTanbHbIe uccregoBaHus

PeHmeeHozpacghusi cycmaeos: CyxeHne CTaBHbIX LUe-
nen m 3PO031N KOCTU B Ny4ve3anAaCTHbIX CyCTaBax, MEJIKUX
CyCTaBax KI/ICTeIZ, CTONn WM nneYyeBbiX CyCTaBax NoABIAKTCA
B TeYeHMWe nepBbix 2 net 6oresHu.

B KOCTSX 3ansicTbs paspylueHue XpsiLia NpoucxoamT
B MNpOKCMMalibHOM 3anAaACTHOM CyCTaBe U UHTEepKapnanb-
HbIX CyCTaBax, YTO NMpuBOOWUT K KapnalibHOMY aHKUIo3y
N YKOPOYEHUI KOHEYHOCTW. YacTo passuBaeTca Takxke
aTnaHTo-akcmanoHoe nepepasrnbaHuve.

KPUTEPUU OUATHOCTUKU

ApTpUT C NopaxeHneMm = 5 cycTaBoB B TeYeHUe nep-
BblX 6 MecsLeB 6one3Hun, Tect Ha PO — nonoXuntenbHbIn
B 2 TecTax, MPOBEAEHHbIX B TeYeHne 3 MecsLeB.

OnarHos nonuapTukynsipHoro FOUA P®-no3nTmBHOIO
He Moxem bbimb yCcmaHOo8/1EH NPY HANMYUK;
= fcopuasa (B TOM Y1Cne B aHaMHese) y nauueHTa unu

€ro poACTBEHHUKOB MEpPBON NMHMM poacTBa (poau-

TENu, cmoehbl);
= apTputa, accouumpoBaHHoro ¢ HLA-B27, y manb4mkos

B BO3pacTe cTaplue 6 neT;
= aHKUIO3MpYyKoLLero CroHAunuTa; apTpuTa, accouuu-

POBaHHOTO C 3HTE3WTOM; CakpounemTa B COMETaHUU C

BOCNanuTeNbHbIMM 3ab0NeBaHNAMU KULLIEYHUKE; CUH-

apoma Pentepa; ocTporo nepegHero ysewTa unm ofa-

HOro 13 NepeyYncrieHHbIX 3aboneBaHnin y pOACTBEHHN-

KOB NepBOMN NMHUK POACTBA;
= cuctemHoro KOWA y naumeHTa.

AugbpeperyuanbHbili duazcHo3 HEOOXOAMMO MNPOBO-
OUTb CO criefyoLmmy 3aboneBaHnAMuU:
< CUCTEMHada KpaCHad BOJTHaHKa;
e CUCTeMHasi CKNepomepMus U Apyrue cUCTEMHble Mo-
PaXeHWUs! COEANHNTENBHOW TKaHW;
< CUCTEMHble BACKYNUTbI.

OUEHKA AKTUBHOCTH

Obuwast oyeHka epayoM mekyujeli akmueHocmu 3a-
6oneeaHus

OueHka TekyLen akTMBHOCTU 3aboneBaHnss NpoBo-
antcano 100 mm BALL, rge O Mm COOTBETCTBYET OTCYT-
CTBMIO aKTMBHOCTKU, 100 MM — OYeHb TSXKENOMYy COCTOS-
HWIO NaLMEHTa.

Kputepuun aktuBHoctu (ACR, 2011)
B Huskas (Hanuyue ecex Kpumepues):

= YUCIO MOPaXEHHbIX CyCcTaBoB < 4;

« CO3unn CPB B HOopMmE;

= OLEHKa aKkTUBHOCTM 6onesHun Bpavom no BAL < 4

13 10 6annos;

= OueHKa oBLero COCTOSIHUS NaLMEHTOM UM poau-
Tenem no BALL < 2 13 10 6annos..
m CpedHsia (o Haauqul Kpumepues He coomeemcmay-
em HU3KoU U 8bICOKOU):
= Hanuyme = 1 KpuUTepus HU3KOWM cTeneHn n < 3 —
BbICOKOMN.
W Bsicokas (Hanu4yue = 3 Kpumepues).
= YUCIIO MOpPaxeHHbIX CycTaBos > §;
= CO3wunu CPE BbiLe HOPMbI B 2 pasa;
© OLeHKa aKkTUBHOCTM 6onesHun Bpavom no BAL = 7
1310 6annos;
= oLueHKa obLiero CoCToSHUS NauneHToM Unm poau-
Tenem no BALL = 5 13 10 6annos..
CHAQ
OueHka nHgekca ®H npoBoaMTCA C MOMOLLBIO poO-
OUTEenbCKOM Bepcun cneumanbHoro onpocHnka CHAQ.
MuH1ManbHoe 3HaveHue uHOekca PyHKUMOHaNbLHOW He-
goctatouHoct — 0, makcumansHoe — 3. Yem meHblue
3HayeHve, Tem nyywe yHKUMOHanbHas CcnocobHOCTb na-
LmeHTa.

NEYEHMUE

HemeaukameHTO3HOE ne4vyeHune

Pexxum. B nepuogbl obocTpeHnsi 3abonesaHus crnegy-
€T OorpaHnyMBaTh [ABWraTenbHbl pexum pebenka. Mon-
Has MMMOOMNM3auMs CyCTaBOB C HarnoXeHUeM NnaHret
MPOTMBOMNOKa3aHa, TaK Kak CnocobCcTByeT PasBUTUIO KOH-
TPaKTyp, aTpodumn MbILLEYHON TKaHU, yCyrybneHuo octe-
onopo3a, ObICTPOMY pa3BUTUIO aHkuosa. duanyeckue
ynpaxHeHust CnocobCTBYOT COXpaHeHto (yHKLMOHarb-
HON aKTMBHOCTW CycCTaBoOB. [lonesHbl e3fa Ha Benocunese,
nnaeaHue, NPOrynku. ber, MPbPKKM, aKTUBHbIE UIPbl He-
xenatenbHbl. PEKOMeHAYeTCA COXpaHATb NPSMYI0 OCaHKy
npu xoabbe 1 cmaeHun, cnaTb Ha XXECTKOM maTtpace u
TOHKOW nogyLuke. VCKnounTb NCMXO3IMOLMOHAsbHbIE Ha-
rpy3ku, npebbiBaHne Ha COnHLe.

HAuema. Y BonbHbix ¢ cuHgpomoM KylumHra uenecoo-
OpasHo orpaHuyeHne noTpebneHus yrneBoAoOB U XMPOB,
npegnoytuTenbHa 6GenkoBas AveTa. YnotpebneHue npo-
[YKTOB C MOBbLILLEHHBIM COAEPXaHWEM KanbLus 1 BUTaMu-
Ha D ang npodunakTuku octeornoposa.

JleyebHasi ¢pusKynbmypa — BaXKHENLWNA KOMMOHEHT
neyeHns OHOLLIECKOro apTpuTta. Heobxoanmbl exeaHeBHble
YNpaXHEHWst ANs yBenuyeHus obbema ABUXEHUN B CycTa-
Bax, YCTpaHeHus crubatenbHbIX KOHTPaKTyp, BOCCTaHOBIE-
HUS MblleYHON Macchl. [Mpu nopaxeHnn TaszobeapeHHbIX
CyCTaBOB — TPaKLMOHHbIE MpoLeaypbl Ha NOPaXeHHYIo
KOHEYHOCTb Nnocrie NpeaBapuTesibHON KOHCYMNbTauum op-
Toneaa; XOXAeHWe Ha KocTbingx. B nepuog pa3sutuns Kok-
cuTa M acenTUyeckoro Hekpo3a Ta3obeapeHHbIX CycTaBoB
nepeaswxeHre 6onbHOrO Ge3 KOCTbINEN NMPOTMBOMOKa3a-
HO. JleyebHyto puskynbTypy NpoBOAUTL B COOTBETCTBUM C
VHAMBMAYanNbHBIMU BO3MOXHOCTAMU BOMBHOTO.

Opmoneduyeckasi koppekyus. CtaTudeckne opTesbl
TWNa LWWH, NOHTET, CTeNeK N AHaMU4eckne oTpesbl B BUAe
NEerkMx CbeMHbIX annapaTtoB. [N ctatniyeckux opTesos
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HeobxouMa NpepbIBUCTOCTL MMMOBUAU3aLMK: UX Crnegy-
€T HOCUTb WIM HafeBaTb B CBOOOAHOE OT 3aHATUI BpeEMS
N B TeYeHue AOHs 0653aTenbHO CHUMaTb AN CTUMYMAUMK
MbILLEYHOW CUCTEMBbI BO BpPeEMS (DU3NYECKUX YNpaxHe-
HUW, 3aHATUW, TpyaoTepanuu, TyaneTa. [py BblpaXKeHHOM
OCTeonopo3e B rPygHOM U MOSICHUYHOM oTAenax rno-
3BOHOYHMKA — HOLLEHUME KOpCeTa UMW PEeKNUHMPYIOLLE
CUCTEMbI; MPU NOPaXeHWU CYCTaBOB LUEWHOrO OTAena no-
3BOHOYHMKA — rofioBoAepxaTens (Msrkoro, »XecTkoro).

MeaoukameHTO3HOeE fnevyeHue

Kputepun oueHkn 3heKTBHOCTM NPOTUBOPEBMATU-
Yyeckow Tepanuu npefctasneHbl B [punoxeHuu.

HecmepoudHbie npomueosocnanumesnbHble rfpe-
napamsi (C) npuMeHsoT 80 Bepudukaumn guarHosa (C).

Inokokopmukocmepoudbl U UMMYHOOenpeccaH-
mel. [py HanMyYUM BbIPaXXEHHOrO apTpuTa B KavyecTBe
bridge(mocT)-Tepanumn NpoBOAAT BHYTPUCYCTaBHbIE UHBEK-
unn TK: 6emamemasoH (B) — He yawe 1 pasa B 6 mec, mpu-
amyuHornoHa eekcayemoHud (B) — He valye 1 pasa B 4 Mec.

Mpun Tspkenom TevyeHnn Gone3Hu HasHavarT 2/1HKo-
kopmukoudsb! per 0s (A) B o3e He 6onee 0,25 Mr/kr/cyT B
CoYeTaHUn C UMMyHoZenpeccaHTamMu.

lNpw BbICOKON aKTMBHOCTY BOMNE3HN 1 OTCYTCTBUM (haK-
TOPOB HEOMAronpUATHOrO MPOrHO3a MW NPU cpeaHen 1
HW3KOW aKTMBHOCTWM OOME3HU U HanMunn hakTopoB He-
GraronpusiTHOro NPorHo3a cpasy nocre Bepudmkaumm
[uarHo3a HasHauvalT memompekcam (B) NOOKOXHO Wnuv
BHYTPUMbILLEYHO B J03e 15 mMr/m? Ha BBedeHue 1 pas B
Hegd, unn negnyHomud (B)B gose 0,6 mr/kr/cyT (He 6onbLue
20 mr/cyT).

leHHO-uH)XeHepHble 6uoJiozudeckue npenapamaol.
[Mpn HenepeHOCMMOCTN W/Mnn HeaPEKTUBHOCTU METO-
TpekcaTta unuv nedrnyHomMuaa yepes 3 MEC UMW NPU BbICO-
KOM unn cpedHemn akTMBHOCTM B0nesHn BHE 3aBUCUMOCTHU
OT HannMuust hakTopoB HEGMAroNnpPUATHOrO MPOrHo3a npwu-
MeHSIIOT MHrMbuTopsl ®HO-a: adanumymab (B) NOOKOXKHO
B [103e 24 Mr/M? Ha BBeieHMe 1 pa3 B 2 He[l B COMETaHUN C
MeToTpekcaToM B fo3e 15 mr/M2 Ha BBeAeHve 1 pas B Hepa,
unu amaxepyenm (B) nogkoxHo B go3se 0,4 mr/kr Ha BBe-
[eHue 2 pasa B He[] B COMETaHUM C MeTOTpekcaToM B JO3e
15 mr/m2 Ha BBeaeHue 1 pas B Hell, unv abamauenm (B)
BHYTpMBEHHO B Jo3e 10 Mr/Kr Ha BBegeHWe no cxeme 0-1;
2-4-9 Hep, nanee Kaxable 4 Hen B KOMOMHaAUUW C METO-
TpekcaTom B go3e 15 mMr/m? Ha BBeigHne 1 pas B Hefl, Unu
mouunusymab (B) BHYTPMBEHHO Yy [ieTeN C Maccon Tena >
30 kr B 403e 8 MI/Kr Ha BBeleHWe 1y ieTell C Maccon Tena
<30 kr B go3e 10 mr/kr Ha BBegeHvne —1 pa3 B 4 Heq.

Mpn HeadhdeKTUBHOCTM NepBoro MHrmbutopa ®HO-a
B TeyeHue 4 MecC (HeJOCTUXEHMEe CTafun HeaKTUBHOW
6onesHun, Npu HeobXoAMMOCTWN — paHblUe) U/unn ero He-
NepeHoCUMOCTH MPUMEHST 8mopoli uHaubumop ®HO-a
(C) unu npenapat ¢ Apyrum MexaHu3MoM OencTBus. JTa-
HepuenT 1 aganuMymab MOryT NPUMEHSTECS B KavyecTBe
MOHOTepanuu.

Xupypruyeckoe nevyeHue
OHponpoTe3npoBaHme CycTaBoB

Ucxodbl UTMPOIrHO3

Bce aetn ¢ nonmaptukynapHeiM KOUA PO-no3nTBHBLIM
MMEIT HebMaronpusATHbLIN MPOrHO3, BBICOKUA PUCK pa3Bu-
TUS TSHXKENOro AECTPYKTUBHOMO apTpuTa, MHBanuam3auum
MO COCTOSIHWIO OMOPHO-ABUraTeNbHOro annapara.

NeTanbHble MCXoAp! CBS3aHbI B MEPBYD 0Yepenb C pas-
BUTUEM aMmmunongosa.

KpuTtepun He6naronpusTHoro nporHo3a (ACR, 2011):
= opaxeHne Ta3obeapeHHbIX CYCTaBOB;
© MONIOXUTENbHbIN PO unu Hanuume aHTUTEN K LUKINNYe-
CKOMY UMTPYISIMHAPOBAHHOMY NenTuay.

BEOEHME NMALUMUEHTOB

1. Bcem petam — odopmneHue cratyca «pebeHOK-WH-
Banua».

2. ObGy4eHune Ha OOMy MOKa3aHO AeTAM, MOSyYarLwum
rMBMn.

3. Bo Bpems nocelyeHns LWKOMbl HE NOKa3aHbl 3aHATUSA
hunakynbTypori B 06LLEN rpynne.

4. BansTtua JIOK B ctagum pemuccumn 6onesHn co cnewm-

anucToM, 3HaKOMbIM C 0COBEHHOCTAMM NaTonoruu.

lMpoTrBOMNOKa3aHsbI:

BaKUUHaLMS;

BBEZEHWe ramma-rnobynuHa;

nHconaumsa (npebbiBaHne Ha COMHLE);

CMEeHa KnumMara;

nepeoxnaxgeHve (B TOM Yucrie KynaHve B BOAO-

emax);

usnyeckne 1 Ncuxmyeckme TpaBmbl;

KOHTaKTbl C AOMALLIHUMU XNBOTHBIMW;

neyeHne MMMYHOMOAYNSTOPaMMU.

O6y4yeHune 60nbHOroO

BonbHOM 1 ero poguTenu AOMKHbI 3HaTb 06 OCHOB-
HbIX KIIMHUYECKUX MpU3Hakax, xapaktepe 3aboneBaHus,
¢hakTopax, nposouupyowmx oboctpeHne. OHU SOIMKHbI
ObITb AeTanbHO MHGMOPMMPOBaHbI 060 BCEX JOCTOMH-
cTBax M NnoboyHbIx achdekTax JIC, HeobxogmumocTu pery-
ngpHoro npuema npenapatoB. CrnegyeT MHCTPYKTUPO-
BaTb OOMbHbBIX O BAXHOCTW TWATEMbHOMO PErynspHoro
MOHUTOPUHIa NnpoBogMMon Tepanuu. Npu nosiBneHun
No6oYHbIX 3hHEKTOB NALMEHT JOMKEH 3HATb O nocne-
A0BaTENbHOCTN CBOUX AENCTBUN (BPEMEHHOM OTMEHE
JIC n obGpaweHun k Bpayy). Heobxogmmo obyyeHune
camMux MauueHTOB U UX poauTenen HaBblkaM exXeaHeB-
HbIX TPEHWPOBOK, a TaKXe YyMnpaXHEeHUsM ne4yebHown

PU3KYNbLTYPbI.

BepeHune naumeHTOB
B CTaLMOHaPHbIX YCNOBUAX

CneumanmsmposaHHaﬂ, B TOM 4uCle BbICOKOTEXHO-
NorM4yHad, nomoLllb OKa3blBaeTCA B AETCKOM peBMaToJio-
rm4yeckomMm otgeneHun Me,D,MLI,MHCKOVI opraHunsauun, rge
nNpeayCMOTPEHO Hanuyue:
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PEBMATUYECKUE BEONE3HU Y OETEU

e OTAeNieHUst aHeCcTe3nonorMm 1 peaHMmaTonoru Wnm
6noka (nanaTbl) peaHnMauun 1 MHTEHCUBHOW Tepanuu;

< VIMMYHOJIOTMYecKon nabopatopun C NPOTOYHbIM LM-
TocbnyopumeTpoM n obopynoBaHueM Onsi onpenene-
HUA MMMYHOMOIMMYECKMX MapKepoB PEBMATUYECKMX
OonesHewn;

e OTAeneHus ny4YeBOWN OMArHOCTUKK, BKItoYas kabu-
HEeT MarHUTHO-PE30HAHCHOW W KOMMbIOTEPHON TO-
mMorpaduu ¢ nporpamMmMon ANs uccrnefoBaHus Cy-
CTaBOB;

« 3HAOCKOMUYECKOro OTAENeHus.

Momoub okasblBaeT Bpay-peBMaTonor, COOTBET-
cTBytownn KsanupukaumoHHbiMm TpeboBaHmsaM K cne-
LuManuctam C BbICLUMM U MOCTEBY30BCKUM MeAMLNH-
CKMM N dapmaleBTMYeCKMM obpasoBaHMeM B cdepe
30paBOOXPaAHEHUS MO CrneumnanbHOCTU «PeBMaTonornsy
6e3 npeabaBneHns TpeboBaHuii K ctaxy pabotbl (Mpu-
ka3 MuHagpascoupa3sutna Poccum ot 7 mons 2009 T.
Ne 415H ¢ W3MEHEeHWSIMU, BHECEHHBbIMUN NPUKaA30M
MuH3gpascoupa3sutua Poccumn ot 26 aekabps 2011
Ne 1644H; MNpukas MuH3gpascoupassutua Poccum ot
23 nionsa 2010 r. Ne 541H).

O6cnedosaHue U fieyeHue nayueHmos npoeodumcsi 8
coomeemcmeuu co cmaHdapmom creyuanu3uposaHHol,
8 MOM YUC/e 8bICOKOMEXHOI02UYHOU, MedUUUHCKOU ro-
Mowu 60fIbHBbIM C HOHOWECKUM apmpumoM 8 yCc/io8usix
cmauyuoHapa unnu OHegHo20 cmauuoHapa:

« [EeTsM C BbICOKOW M CpedHeN CTeneHbl akTUBHO-
CTM Oones3Hu crneunanuanpoBaHHasi MeauLMHCKas
MOMOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOIO
cTauMoHapa;

e [eTsM C HU3KOW CTeneHbl akTUMBHOCTU U PEMUCCU-
el bonesHn cneuvanuaMpoBaHHasi MeauuMHcKash Mno-
MOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOO U
OHEBHOIO cTaumoHapa.
lpodomkumenbHOCMb fle4YeHuUs nayueHma e cmauyuo-

Hape — 28 aHen.

[podomkxumenbHOCMb IEYEHUS NayueHma 8 ycrosusix
OHegHOo20 cmayuoHapa — 14 gHen.

BepeHue naumeHTa, nonyvarowero nNpoTMBOpPEB-
MaTu4yeckue npenapartbl, UMMyHoAenpeccaHTbl U/unu
rmen

Mo Havana neveHusi ecem nayueHmam — npoBeae-
Hue peakunm MaHTy v KT rpyaHoOm Knetkn Ans uckniode-
Hu1a Ty6epkynesa.

Bo epemsi neveHus.
= nayueHmam, nosyyYyarwum umMmMyHodenpeccaHmsl, —

nposeneHue peakunu Manty n KT rpygHou kneTtku 1

pa3 Brog;
= nayueHmam, nosnydyarowum MBI, — npoBeaeHune pe-

akuum ManTy n KT rpygHon knetku 1 pa3s B 6 MecsLeB.

Aneopumm Odelicmeull npu ebisiesieHUU my6epKy-
Js1e3Hol uHghekyuu

lpu ebigeneHuu noaoxumesbHbIX Mmy6epKyIUHO8bIX
npob (peakuus MaHTy: nanyna > 5 mMm):
= HanpaBsfeHue Ha KOHCynbTauuilo K Bpavy-pTusmatpy

NS pelleHns Bonpoca o npoBeAeHun [nackuHTtecTa,

Ty6epKynuMHOBbIX NPo6 C pa3BegeHeM, KBaHTUGDEPO-
HOBOTO TecTa U HasHayeHun cneumduyeckorn XMMmo-
Tepanuu Npv HanMuMn NoKasaHun.
[pu 8bigeneHUU akmugHo20 mybepKyne3Hoeo npoyecca:

= MmeTtoTtpekcaT u MBI oTMeHNTD;

= HabniogeHue y ptnsmnaTpa;

= npoBedeHue cneunduyeckon NpoTmBoTybepkynes-
HOW XMMroTepanuu;

= KOHCynbTauus nNo BOMPOCY KOPPEKUMM NpoTUBOPEB-
MaTU4YecKkoW Tepanuu B PEBMATONOrMYECKOM OTAene-
HUW, WHULMWMPOBABLLEM fE€YEeHUe MMMYHOLENpPeccaH-
TOM n/vnn F'MBIT.
B cnydae mybepkynesHol uHghekyuu be3 ovaaa:

= [WBI oTmMeHnTb;

= revyeHne MeToTpekcatoM B CTaHAApTHOM [03€e Npo-
OOIKUTB;

= HabnogeHue y ptnsmnaTpa;

= npoBedeHue cneuunduryeckon NnpoTmeoTybepkynes-
HOW XMMMOTEpPanuu B Te4eHne 3 mecsiLes;

< pelleHne Bonpoca O Bo30OHoBneHun Tepanuu MBI
NPMHUMAaETCH B CMeLManu3MpoBaHHOM peBMaTono-
rMYecKOM CTalMoHape, WHWULWMUPOBABLLUM Tepanuio,
nocne MpOBEAEHNSI Kypca Crneunduyeckon XxmmMmoTe-
panuu v paspeLueHus ptuamarpa.

BepeHue naumeHTa, nonyvatowiero Toumnmsymat
lMeped nposedeHuem uHgy3uu moyunulymaba;
= KOHTPOJib KIMTMHNUYECKOrO aHanm3a KpOBW: MPU CHU-

KEeHUM Yncna nenkoumToB, HenWTpodumnos, Tpombo-

LMTOB MHAY3UIO OTAOXUTL 4O HOpManusauuu no-

KasaTernen;

© KOHTPOSib BMOXMMMNYECKOro aHanun3 KpoBu (06LLMIA
6enok, 6enkoBble pakuumn, MOYEBUHA, KPEaTUHVH,

OunupyOuH, Kanun, HaTpUi, MOHU3MPOBAHHEIA Kanb-

umin, AT, ACT, ITT, wenoyHas ocdartasa): npu NoBbI-

weHunn yposHsa AT, ACT, bunupybura, kpeaTuHuHAa,

MOYEBUHbBI UH(PY3MIO OTNOXUTE A0 HOPManusauuu

rnokasaTenem.

Ha cnedyrouwull 0eHb nmocse UHGYy3uu mouyunusy-

maba.
© KOHTPONb KIMHWUYECKOr0 aHamnmsa KpoBWU: Mpu

CHWXEHUN abCoNTHOrO 4ucna HenTpodumnos

< 1,5 x 109/n — nponycTuTb NNaHOBbIA NPUEM UMMY-

HOEMNPECCaHTOB;

< MOCMNe KOHTPOJSILHOMO aHanusa KpoBu Yepes 5—7 OHe:

— Npuv HOpManu3aummu nokasatenen — BO30OHOBUTb
npuem npenapara;

— MpPU COXPaHSIOLWNXCA UBMEHEHNAX — KOHCYnNbTa-
uns peBmartonora, npyM Heob6xogMMOoCTK rocnuTa-
nmnsauus.

Mpu noemopHbIx 3nu3odax aelikoneHuuU u Helimpo-

neHuu.
= YBENMUYUTb UHTEpBAN MeXAy BBeAeHuaMn 00 3—4 He-

Jenb y nauneHToB ¢ cucteMHbiM FOWA n go 5-6 He-

Jernb — y nauveHToB C nonuaptukynspHeim KOUA

WIN CHU3UTL 03y Touunmdymaba go 8 mr/kr (nocne

COrNacoBaHnsi C BPa4yoM, MHULUMPYOLWUM Tepanuio

rnen);
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= PN COXPaHALENCA NENKONEHUN N HEUTPOMEHNN —
repeksoveHme Ha npenapart ¢ ApPYrMM MexaHW3MOoMm
JencTeus.
B cnyyae uHgheKyuu KOXHbIX MOKPOBO8 U MOOKOX-

HO-)XUpoeoU Kiemyamku (yesuironaum):

= UHy3um Toumnmaymaba He NPoOBOAATCS;

= KOHCynbTauusi XNpypra;

= MeCTHasi Tepanusi;

= aHTubakTepuarnbHble npenapatbl LUMPOKOro CrekTpa
OencTBua (aMOKCUMLMNMKWH, LedanocnopuHel 3-ro unm
4-ro NOKONEHNS BHYTPUMBILLEYHO UM BHYTPUBEHHO).
Mpu ocmpoli unu o6ocmpeHuU XPOHUYECKOU UH-

ekyuu:

= UWHy3un Tounnusymaba He MPOBOASATCS;

= B0300HOBMEHME Tepanuu He paHee 4Yem vepe3 1 He-
[Ento nocne BbI3AOPOBMEHMS.
lMpu pa3zsumuu annepau4eckux peakyul Ha UHQY-

3ur0 mouyunusymaba.

= [PV CUCTEMHbIX aNfepPruyecknx peakumsix npenapart
OTMEHWUTb.

BepeHue naumeHTa, nony4atowiero putykcumao

Bcem nayueHmam npu Ha3Ha4YeHUU pumykcumaba:
= KO-TPMMOKCa3son + TPUMETOMpPUM per 0S B npodou-

nakTnyeckon gose 5 Mr/kr B CyT: MOCTOSIHHO Ha

BpPEMS MEeYEeHNs, a Takxe B TeyeHne 1 roga nocne ero

OTMeHbI. Llenb — npodunaktvka MHEBMOLMCTHON

NHGEKLMN.

B cny4ae nosieneHusi kamapanbHbIX si8fIeHUl, JIUXO-
padku u nodkawsnueaHust.
= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;
= KT nerkux Ans UCKIMYeHUs OCTPOW MHTepCTULManb-

HOW MHEBMOHUY;
= Ceponornyeckoe WccrnegoBaHne KPOBU: OnpeaeneHne

QHTUTEN K MHEBMOLMCTAM, XNamuausam, MUKoMnasmam,

BMPYCY NPOCTOro reprneca, LUTOMEranoBmpycy, Bupy-

cy dnwTtenHa—bapp;
= KccnefoBaHue acnupata, MoKpoTbl (Mpy ee Hanu4umm)

ANs onpefeneHnss aHTUreHOB XMaMuauii, MUKONMasm,

MHEBMOLINCT;
= uccrnegoBaHMe CIIOHbI M MOYM, KPOBU METOA0M Mo-

NMMepPasHON LIENMHON peakuun LM BbIIBIIEHUS! aKTUB-

HOW pennuKauuun BUpycoB npocToro repneca, LIMB,

OnuwrtenHa—bapp.

B cnyyae ocmpol uHmepcmuyuaabHoOU NHeeMOHUU
no daHHbIM KT (ewje 0o nosty4eHusi pesynbmamoe sa-
6opamopHbIx uccnedoeaHull).
= OTMEHWTb NNAHOBOE BBEAEHME pUTyKCUMaba;
© KO-TPUMOKCA30/ + TPUMETOMPUM BHYTPUBEHHO B

gose 15 mr/kr B cyT (N0 TpumeTonpuMmy) B TeyeHue

14-21 pHs;
© KNapUTPOMULUH BHYTPUBEHHO B 403e 15 MI/Kr B cyT B

TeyeHne 14-21 gHs;
= uedTprakcoH BHyTpuBeHHO B f03e 20-80 Mr/kr B CyT

B TeyeHue 14 aHewn.

B cnyyae akmueHoU zepnemudyeckol, LYMB, 3n-
wmeliHa—-bapp eupycHol uHgpekyuu.
= OTMeHUTb NIaHOBOE BBEAEHUE pUTYyKCUMaba;

= auUWKIOBMP BHYTPMBEHHO B fo3e 5-10 Mr/Kr Ha BBeae-
HUe Kaxable 8 4; unm

= TaHLMKMOBMP BHYTPMBEHHO B [03e 5 Mr/Kr Ha BBeae-
Hue Kaxpable 12 4 B TeyeHune 14-21 gHs;

= YyenoBeYyecKu HopMarbHbIN BHYTPUBEHHbLIA UMMY-
HornobynuH, copgepxawwmn 1gG, BHYyTpUBEHHO B A03€
0,2-0,5 r/kr Ha kypcC.
B cnyyae cencuca:

= OTMeHWTb NIaHOBOE BBEAEHME pUTYKCUMaba;

= aHTubakTepuanbHble npenapaTtbl LWMPOKOro Chek-
Tpa OenCcTBUSA BHYTPUBEHHO: LePTPMakcoH B [03e
20-80 mr/kr B cyT + amukauuH B go3e 15 mr/kr B cyT
WM HETUITMULMH B A03e 57,5 MI/KT B CYT.
Mpun HeathheKTUBHOCTH:

= MeponeHeM BHyTpuBeHHO B fo3se 10—20 mr/Kr B cyT;

= uedonepasoH + cynbbaktam BHYTPMBEHHO B [03€
40-80 mr/kr B cyT;

= YenoBeyeckUn HOpMarnbHblA BHYTPUBEHHbBIN MMMYHO-
rmobynuH, cogepxawwmi IgA, IgM, 1gG, BHYTPUBEHHO B
Jo3e 5 Mn/kr Ha Kypc B Te4yeHne 3 nocrnefoBatesibHbIX
OHei. HeobxoammocTe MOBTOPHOIO Kypca 3aBuUCUT OT
KMMHWYECKOTO TeyeHns 6onesHu.
B cny4ae uHgheKyuu KOXHbIX MOKPOB08 U MOOKOX-

Ho-)xupoeol Knemy4amku (yennonum):

= OTMEeHWTb NIIaHOBOE BBEAEHME pUTYKCUMaba;

HabnogeHne xupypra;

MeCTHas Tepanus;

aHTnbakTepuanbHble npenapaTbl LUMPOKOro CrnekTpa

AenNcTBMS (aMOKCULMNMWH, LedanocnopuHbl 3-ro nnm

4-ro NOKONEHUS BHYTPUMBILLEYHO UMW BHYTPUBEHHO).

B cnyyae uHghekyuu Moyeebleodsiujux nymed:

OTMEHUTb NTAHOBOE BBEAEHWE PUTYKCMMaba;

GakTepuonornyeckoe UCCnefoBaHe MOYY;

aHTMbakTepuanbHble Npenaparbl;

YypOCEeNTUKN.

Mpu ocmpoli unu o60cmpeHUU XPOHUYECKOU UH(EK-

yuu.

= OTMEHWTb NMAHOBOE BBEAEHME pUTYKCUMaba;

= B0306OHOBMEHNe Tepanuu He paHee 4eMm Yyepe3 1 He-
JEnto nocne BbI34OPOBIEHNS.
B cnyyae momasnbHO20 CHUXEHUSI CbI8OPOMOYHO20

YPOBHSI 8CEX UMMYHO2/106Y/TUHOE:

= OTMEHWTb NMAHOBOE BBeAEHME pUTYKCUMaoba;

= YernoBeYyeCKNn HopMarnbHbI BHYTPUBEHHBIN UMMYHO-
rnobynuH, cogepxawmin IgA, 1gG, IgM, BHYTPUBEHHO B
fo3e 2—-8 mMn/kr Ha Kypc ¢ nHtepanom B 1 mec. Ecnun
He JocTuraeTcst 4OCTaTOYHbLIN ypoBeHb 1gG, nnu npo-
NCXOAUT ObICTPOE €ro NMOHWXEHUE, [03Y MOXHO yBe-
nMunTb 40 16 MA/Kr N CoKpaTUTb MHTEpBan Mexay
NHY3naMK.
B cny4ae nelikoneHuu u HelimponeHuu c abcosrom-

HbIM Yuc/ioM Helimpogpunoe < 1,5 x 10%/.

= OTMEHWTb NMAHOBOE BBeAEHME pUTYKCUMaoba;

= BBEJEHME TPaHyNOLUTAPHOIO KONIOHUECTUMYNU-
pytoLero caktopa (dunrpactim) NOAKOXHO B A03€
5-10 MmKr/kr Ha BBefeHWe B TeyeHue 3—5 OHewn npu
HeobxoaMmMoCTM Aonblie, OO MOMTHOW HOpManu3aumu
yncna nemkoumnToB 1 HEMTPOGUIOB.
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B cnyyae ¢pebpunbHol HelimponeHuu (Helimpore-

Husl, conpoeoxxdaemas nuxopadkoli).

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBE[EHME TpPaHy/IouMTapHOro KOJIOHUECTUMYIN-
pytoLero caktopa (gunrpactm) MOAKOXKHO B A03€
5-10 MmKr/kr Ha BBedeHue B TeuyeHue 3—5 OHewn npu
HeobXxoaQMMOCTK Josblle, 4O MOJIHOW HopManu3aumm
yncna nevkounMToB 1 HEMTPOJIUIIOB;

= uedTprakcoH BHyTpuBeHHO B f03e 20-80 mr/kr B cyT
[0 BOCCTAHOBMEHUS NMENKOLMTAPHOW hOopMynbl 1 npe-
KpaLleHUst NMXopaaKu.

BepeHue naumeHTa, nony4arowero MHrMo6uTOpbLI
®HO-a n abaTtauenT

lMeped nposedeHueM uHgy3uu uHauUKcumMaba unu
abamauenma, uHbekyuu adanumymabom, npu npume-
HeHuu amaHepuyenma 1 pa3 e 2 Hedenu:
= KOHTPOIb KMMHUYECKOTO aHanm3a KpoBW: MPU CHUXKE-

HUW Yncna NevVkouMTOB, HEMTPOKUnoB, TPOMOOLMTOB

WHDY3MIO/MHBEKLMIO OTNOXWTL 4O HOpManu3auun no-

KasaTenen;
= KOHTPOSlb BGUOXMMUYECKOTO aHanm3 Kposwu (06Lwuii Ge-

NOK, 6enKkoBble (pakuMu, MOYEBMHA, KpeaTUHWUH, Gu-

nMpPYOUH, Kanuin, HaTPUN, NOHU3NPOBAHHBIA KarnbLWiA,

ANT, ACT, ITT, wenoyHas ¢ocdaTasa); Npy NOBbILLEHNN

yposHs AJT, ACT, bunmpybuHa, kpeaTuHuHa, MOYeBU-

Hbl MH(Y3UIO/MHBEKLMIO OTNOXMTb 40 HOpManusauum

rnokasaTenem.

Mpu pazeumuu annepauyeckux peakyul Ha uHgy-
3uu (uHbekyuu) uHeubumopoe ®HO-a abamayenma:
= MECTHbIE UHBEKLMOHHBIE peakumu: Tepanuio Npoaon-

XWTb NOA KOHTPOSIEM Bpava-peBMaTonora;
= CUCTEMHble annepruyeckme peakuuu: npenapatbl OT-

MEHUTb, NepeknioYnTb Ha BTopon nHrmbutop PHO-a

unu abatalenT B COOTBETCTBUM C NMOKa3aHUAMMN.

lpu nosieneHuu 8 cbiBOPOMKe Kposu aHMUHYKIIe-
apHozo ¢akmopa u/unu aumumen Kk HK Ha ¢hpoHe me-
panuu uHeubumopamu ®HO-a:

« O0TMeHUTb UHrMbutop ®HO-a, HasHauMTb MpenapaTt C

OPYIMM MEXaHW3MOM OENCTBUS.

TMpu ocmpol usu o6ocmpeHUU XpPoOHUYECKOU UH-
gekyuu:
= OTMEHUTb NnaHoBoe BBeaeHue nHrmbutopa ®HO-a

unu abatauenTa;
= B0300HOBNeHMe Tepanun uHrmbutopamu ®HO-a, aba-

TaLenToM He paHee YeM Yeped 1 Hepeno nocrne Bbl-

3[J0POBIIEHNS;
= [pu NpUMEHeHnn MHINKCmaba MakcuManbHas onm-
TenbHOCTb MNepepbiBa Mexay WHpysuamm — 12 He-

genb. B cnyyae nepepbiBa 6onee 12 Hepenb MHAIUK-
c1Mab OTMEHUTb B CBSA3M C BbICOKMM PUCKOM Pa3BUTUS
aHaUNaKkTUYECKON peakumn, NepekniounTs Ha aganu-
MyMmab unu ataHepuenT (Mo NoKa3aHusM).

BeneHve naumMeHTOB B aMOynaTopHo-
NONMKNNHNYECKUX YCITOBUAX

AMOYNaToOpHO-NONMKIMHNYECKasi MOMOLLb OKas3blBa-
€TCA B JETCKOM peBMaTosIormM4eCKom KabuHeTe.

MomoLb OkasbiBaeT Bpay-peBMaToror, COOTBETCTBYIO-
wwun KeanudukaumoHHbiM TpeboBaHKAM K crieyuanuctam
C BbICLUMM M MOCMEBY30BCKUM MEAULMHCKUM U apma-
LeBTUYeCckMM 0bpa3oBaHMeM B cdepe 34paBOOXpPaHEHMUs!
no crneunanbHOCTU «peBmaTonorusy 6e3 npeabsBneHus
TpeboBaHuin Kk cTaxy pabotsl (Mpukas MuH3gpascoupas-
BuTUst Poccum ot 7 nonsa 2009 . Ne 415H ¢ nameHeHnsmu,
BHECEHHbIMK npuka3om MuHagpascoupassuTus Poccun
oT 26 gekabps 2011 r. Ne 1644H; Mpukas MuH3gpascoL-
pa3suTus Poccum ot 23 utonst 2010 . Ne 541H).

BeneHue nauyueHTa, nonyyvarwwero MK nivnu nmmy-
HoAenpeccaHTbl

Ocmomp epadyom-peemamosnoeom — 1 pa3 B MecsLl.

KnuHu4eckuli aHanu3 kposu (KOHUeEeHTpaumsa remo-
rnobuHa, 4ncno apuUTPoOLMNTOB, TPOMOBOLIMTOB, NENKO-
uMTOB, NnenkounTapHas gopmyna, CO3) — 1 pas B
2 Hepgenw.

KnuHnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmponb 6uoxumuveckux nokazamenel (obwwun Ge-
nok, 6enkoBble pakuuu, MOYEBWHA, KpPeaTUHWH, Gunu-
PYOWH, Kanumn, HaTPUN, NOHU3UPOBAHHBLIN Kanbumn, AJlT,
ACT, ITT, wenoyHow ¢ocdarassl) — 1 pa3 B 2 Hegenw.

KoHmponb ummyHonozudeckux nokazamenel (CPb; no

nokasaHusMm — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.
OKI — 1 pa3 B 3 Mecsua.
Y3U 6prowHol  nonocmu, cepdya, nodvek — 1 pa3 B 6
MecsLEeB.

lnaHosass eocnumarnu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof A58 NpoBeAeHUs NMOJSHOro
obcnenoBaHus U KOPPEKL MU Tepanuu.
BHernnaHosasi eocriumanu3ayusi — B crnydyae obocTpe-
H1g 3aboneBaHus.

Anzopumm delicmeutll npu usMeHeHuu nabopamop-
HbIX Moka3ameJsieu

B cnyyae cHuXeHus 4ucna nelkoyumos, 3pumpoyu-
mos, mpomMboyumMo8 HUXe HOPMbI;
= NMMyHOZENPeccaHTbl OTMEHUTb Ha 5-7 aHen;
= MOCMNe KOHTPOJSIbHOMO aHanua3a KpoBu Yepes 5—7 OHeN:

— Mpy HOpManusauuun nokasatenen BO30OHOBUTH
npuem npenapara;

— MPU COXPAHSIIOLLMXCA U3MEHEHUAX — KOHCYyIbTa-
uusi peBmatosora, npu HeobxogumocTu rocnuTa-
nmsauus.

[Npu noskiweHUU yposHs MOYe8UHbI, KpeamuHuHa, AJIT,

ACT, ITT, bunupybuHa 8biuie HOPMbI.
= VMMMYHOZENPECCAHTLI OTMEHUTL Ha 5—-7 aHen;
= [0Cne KOHTPOMbHOrO aHanuaa KpoBu Yepes 5—7 AHew:

— Npu HopManuaauuu nokasatenen BO30OHOBUTL
npvem npenapara;

— MpPY COXPaHSIOLMXCSH U3MEHEHUSX — KOHCYMbTa-
umMsa pesmaronora, npy HeobXxoauMocTu rocnuTa-
nusauus.

BepeHuve nauueHTa, nonyyawlulero Tounnusymad
Ocmomp spadyom-pesmamonozom — 1 pas B 2 Hegenu.
KnuHuyeckul aHanu3 Moqu — 1 pa3 B 2 Hegenu.
KnuHuyveckut aHanus kposu — 1 pa3 B 2 Hegenu.
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KoHmpornb 6uoxumuyveckux nokasamesel (MOYEBMHA,
KpeaTuHuH, GununpyouH, ANTT, ACT) — 1 pa3 B 2 Hegenw.

Konmpornb ummyHonoaudeckux nokasamenet (IgA, 1gM,
lgG, CPb— 1 pa3 B 3 mecsua; PO, AH® — no nokasaHusm).

OKI— 1 pa3 B 3 Mmecsua.

Y3U bprowHol  nonocmu, cepdua, novek — 1 pa3 B 6
MecsILEB.

[naHosass e2ocrnumanu3ayusi 8 peeMamosio2uyecKoe
omdenieHue — 2 pasa B rof A NpoBeAeHUs NOSHOro
obcnenoBaHys U KOpPEKL N Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
H1sa bonesHu.

Anzopumm delicmeuli npu usmMeHeHuu naéopamop-
HbIX MoKa3ameJiel, Mosie/ieHUU cuMNMoMO8 pecrupa-
mopHoU uUHgheKyuu, TUxopadku

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yucrom Hetimpoghurnos < 1,5 x 10%r:
= MpOoMyCTUTb MNaHOBLIV NPUEM UMMYHOLENPECCAHTOB;
= MOCMne KOHTPOSIbHOMO aHanusa KpoBu Yyepes 5—7 gHew:

— Npyv HOpManu3auumu nokasaTtenen BO30OHOBUTL
npvem npenapara;

— MPU COXPaHSALMXCA UBMEHEHUSIX — KOHCYIbTa-
uus peemaTtonora, npn HeobxoaAMMOCTH rocnuTa-
nmnsauums.

[pu nosmopHbkIx 3nusodax nelkoneHuu u Helmpore-
HUU YBENWYUTb MHTEPBAN MexXay BBeAeHUAMMN 0o 3-4 He-
[enb Yy nauneHToB ¢ cucteMHbiM FOWA 1 oo 5-6 Hegenb —
y NauuMeHTOoB C nonmapTukynspHbiM FOVIA nnu cHm3utb
0o3y Toumnudymaba 0o 8 mr/kr (nocne cornacoBaHus ¢
BpayvoM, nHnuyumpyowmm Tepanuto MNMBIT)

[pu coxpaHsrowelics nelikoneHuu U HelimponeHuu:
= [epekmiyeHne Ha npenapat ¢ APYrMM MeXaHW3MOM

JencTBus.

lpu nossiweHUU yposHs MOYe8UHbI, KpeamuHuHa, AJIT,
ACT, 6unupybuHa ebile HOPpMbl:
= MpOoMyCTUTb MNaHOBLIV NPUEM UMMYHOZENPECCAHTOB;
= KOHCynbTauus B Cneunanu3upoBaHHOM peBMaTonoru-

YECKOM OTAENEHUN, MHULMUPOBABLLEM Tepanuto To-

uunmnaymadom;
= BO306HOBMEHME BBedeHUs npenaparta nocne Hopma-

nM3aumu nokasaternemn.

lpu nosieneHuu kawns 6e3 nuxopadku U Apu Hopmarb-
HbIX 2eMamoJsi02uyecKuUX rnokazameJssix.
= KT opraHoB rpygHOW KneTkW ANS UCKMYEHUs OCTPOKr

NMHEBMOHMM.

[pu ebisi8eHUU THEBMOHUU:
= aHTubakTepuanbHasa Tepanust (aMOKCULMUMNWUH + Kra-

ByJlaHOBasi KUCMOTa UMK LedTPUaKCOH BHYTPUBEHHO).

lpu nosieneHuu nuxopadku, Kawisnis:
= CpoyHas rocnutanusauus B 4ETCKOe peBMaTonornye-

CKOe OTAeneHue, MHULMMPOBaBLLEE Tepanul ToLWUn-

3ymabom.

BepeHue naumeHTa, nony4varoliero putykcumao

Ocmomp spayom-pesmamorioeoM — 1 pa3 B 2 Hegenw.

KnuHuyveckuli aHanus kpogu — 1 pa3 B 2 Hegenu (KOH-
LleHTpaums remornobuHa, Yncno apuTpounToB, TpoMbo-
LIMTOB, NeKoLuMUTOB, NevikouutapHas dopmyna, COJ).

KnuHuyeckul aHanu3 Mmoqu — 1 pa3 B 2 Hegenu.

KoHmposb buoxumudeckux nokazamenel (0OLNNA
6enok, 6enkoBblie ppakunmn, MOYEBUHA, KPEaTUHWH,
OunupybuH, kanui, HaTPUN, MOHU3NPOBAHHbIN Kamb-
umn, ANT, ACT, ITT, wenoynaa ¢ocdartasza) — 1 pa3 B
2 Hegenw.

Konmpornb ummyHonozuyeckux rokasameneu (IgA,
IgM, 1gG, CPB, P®, AH®) — 1 pa3 B 3 mecsua.

OKI — 1 pa3 B 3 Mecsua.

Y3U 6prowHol nomocmu, cepdua, nodyek — 1 pas B
6 MmecsaueB.

[naHosass eocnumanu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pa3a B rof A58 NpoBeAeHUs NMOJSIHOro
obcnenoBaHns U KOpPEKL MU Tepanmu.

BuennaHogasi eocnumarnu3ayusi — B criyyae obocTtpe-
H1A 6onesHu.

Anezopumm delicmeutl npu usMeHeHuu nabopamop-
HbIX Moka3ameseul, MosigJIeHUU CUMIMMOMO8 pecnupa-
mopHoU uHgekyuu, Tuxopadku

B cnyqae nelikoneHuu U HelmponeHuu ¢ abcomomHbIM
yucnom Hetimpogurnos < 1,5 x 10%/1:
< MponycTWUTb NNaHOBbIV NPUEM MMMYHOAENPECCAHTOB;
= KOHCynbTauusi B cneuuanMaMpoBaHHOM peBMaTonoru-

YeCKOM OTAENEHUN, VHULMUMPOBABLLEM Tepanuio pu-

TyKCmabowm;
= BBEJEHVE rPaHyNoUUTapHOrO  KOMOHUECTUMYNUPYIO-

wero aktopa (unrpactum) NnogkoxHoO B fose 5-10

MKI/KT Ha BBeJeHue B TeyeHue 3-5 gHeln npu Heobxo-

OUMOCTM Jonblle, 4O MOJSTHOW HopManu3auum Ymucna

NenkouMToB N HENTPOMUIOB.

B cnyyae ¢hebpunbHolU HelimponeHuu (HelmpomneHus,
conpogoxdaemasi nuxopadkod):
= MpOMyCTUTb MNaHOBLI NPUEM MMMYHOAENPECCAHTOB;
= BBEJEHVE rPaHyNoUUTaPHOrO  KOMOHUECTUMYMUPYIO-

Lwero daktopa (unrpactum) nogkoxHo B gose 5-10

MKI/KT Ha BBefeHue B TeyeHue 3-5 gHeln npu HeoOXo-

OUMOCTM Jonblle, 4O MOJSTHOW HopManu3auum Ymucna

NEeNKoLUTOB U HENTPOUIIOB;
= Ha3HayeHue aHTMbaKTepuUanbHbIX MpenapaToB LUMPO-

KOrO CrekTpa AenCTBus Ansi NpefoTBpalLeHns pa3Bu-

TWSt HEMTPOMEHUYECKOTO cencica (LedTprUakcoH B 103€e

50-100 Mr/Kr B CYT BHYTPUMBILIEYHO WM BHYTPUBEHHO);
= CpoyHas rocnuTanu3auus B AETCKOE peBMaTosiornye-

CKOe oTaeneHvne defepanbHoro LeHTpa, MHULMKUPO-

BaBLUEr0 Tepanuio puTykCumabom.

pu nosbiweHUU ypoBHS MOYeBUHbI, KpeamuHuHa, AJIT,
ACT, ITT, bunupybuHa 8biuie HOPMbI.
= MponyCTUTb NJIAHOBbIN MPUEM UMMYHOOENPECCAHTOB;
= KOHCyNbTauusl B CNeLnanu3vpoBaHHOM PEBMATONONM-

4YeCKOM OTAEeNeHUN, UHULMMPOBABLUEM Teparnuio pu-

TykCmabowm;
= BO0300HOBNEHMe nprvemMa MMMYHOLENPEeCCaHTOB Mo-

Ccle HopManusauum nokasaTtenen.

B cnyyae kamapanbHbiX si8neHul, uxopadku:
< MpONyCTWUTL MMaHOBLIA NPUEM MMMYHOAENPECCAHTOB;
= KOHCynbTauus B CreumanM3vpoBaHHOM peBMaTonoru-

YeCKOM OTAENeHUN, MHULMUPOBAaBLUEM Tepanuio pu-

Tykcumabowm;
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= KT nerknx Ans UCKNIOYEHWUS MHTEpCTULManbHON (aTu-
MWYHOIN) MHEBMOHWUM (Ha paHHeM 3Tane, kKak NpaBuIio,
npoTekaeT 6ecCUMNTOMHO, C NOCeayLUM pa3BuTU-
€M JpbIxaTenbHON He4OoCTaTO4YHOCTN);

= HasHayeHue Ko-TpMMOKcasorna + TpumeTonpuma B
fose 15 mr/kr B cyT, KnapuTpomMuumHa B fo3e 15 mr/kr
B CyT, uedTpuakcoHa B go3e 50-100 mr/kr B CyT BHY-
TPUMBILLEYHO UM BHYTPUBEHHO;

= CpoyHas rocnutanusauusi B AETCKOe peBMaTtoriornye-
ckoe oTaeneHue ¢edepanbHOro LeHTpa, WUHULMUPO-
BaBLLEro Tepanuio puUTykCMmMabom.

BepeHue naumeHTa, nony4varowero UHrMOUTOPbI
®HO-a n abaTtauenT

Ocmomp epavyom-pesmamornozom — 1 pa3 B MecC.

KnuHuyeckuli aHanu3 kposu (KOHLEHTpauust remorno-
OWHa, YMCno 3pUTPOLUTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkouutapHas copmyna, CO3) — 1 pa3 B 2 Hegenw.

KoHmponb 6uoxumuveckux nokasamesnel (MOYeBUHa,
KpeaTuHuH, bunupy6uH, ANT, ACT) — 1 pa3 B 2 Hegenw.

KoHmpone ummyHonoauveckux mnokasamenet (CPB,
P®) — 1 pas B 3 mecsua; AH®, aHTuTena Kk gBycnupansb-
How [IHK — 1 pa3 B 6 mecsiLeB.

OKI— 1 pa3 B 3 Mmecsaua.

Y3/ 6prolwHOM nonoctu, cepaua, nodek — 1 pa3B 6
MecsILEB.

lnaHosass eocrniumanu3ayusi 8 pesmamorno2auyeckoe
omdeneHue — 2 pasa B rof 4 NpoBeAeHUs MOSHOro
obcnegoBaHys U KOppeKL N Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUst 6onesHu.

Anzopumm delicmeuli npu u3MeHeHuuU sabopamop-
HbIX MoKa3ameJsiel, Mosie/IeHUU CUMIMOMO8 pecrupa-
mopHoU UHgheKkyuu, nuxopadku, asyiepaudeckux peak-
yusix

lpu cHUXeHUU 4Yucna nelkKoyumos, 3pumpoyUMmos,
mpombouumo8 HUXe HOPMbI;
= MponycTUTb MNSI@HOBLIA NPUEM MMMYHOLENPECCAHTOB

N reHHO-MHXeHepHOro GMonornyeckoro Npenapara;
= [10CIe KOHTPOMbLHOIO aHanuaa KpoBu Yepes 5—7 AHel:

— Mpu HopManusauuu nokasatenen BO30OHOBUTb

npYMeHeHWe NpenaparTos;

— TPW COXPaHSOLLMXCSA N3MEHEHMSIX — KOHCYIbTaLus

peBmaTornora, Npu He0bXoAUMOCTU FOCNMTaNU3aLys.

[pu noskiweHUU yposHs MOYeBUHbI, KpeamuHuHa, AJTT,
ACT, 6unupybuHa ebiiie HOPMbI.
= MponyCcTUTb MSIAHOBLIA NMPUEM MMMYHOLENPECCAHTOB

N FeHHO-MHXeHepHOoro Buonornyeckoro npenapara;
= KOHCyNbTauusi B CNeumanM3upoBaHHOM peBMaTonor-

YECKOM OTAEeNeHUN, MHULMMPOBABLUEM TEPANUK UHIM-

outopom ®HO-a nnmn abatauenTom;
= BO0300HOBNEHME BBELEHWSA NpenapaToB nocfe Hopma-

nusauum BMoX1MMUYECKUX Nnokasartenen.

lpu ocmpoti unu o6ocmpeHuU XpoHUYe Kol UHGheKYUU:
= MponycTUTb MNIaHOBbIA NPUEM MMMYHOLENPECCAHTOB

N nHrnéutopa ®HO-a unu abatauenTa;
= BO300HOBMNEHNE Tepanuu He paHee Yem yepes 1 He-

JEnto Nocne BbI34OPOBMEHUS.

lpu pazsumuu annepaudyeckux peakyuli Ha UHbeKyuu

(uHgby3uu) uHeubumopos ®HO-a unu abamauenma:

= MECTHbIE MHBEKLIMOHHBIE peakuuu: Tepanuio Npoaorn-
XUTb NOA KOHTPONEM Bpaya-peBmMaTonora;

= CUCTeMHble annepruyeckne peakumu: npenapat oT-
MEHUTb.

NMOKA3AHUA K TENEMEOAULUMHCKUAM
KOHCYJbTALIUAM

1. OueHka NokasaHu ONs rocnuTanu3aumMyM nauveHTa B
peBMaTosiorMyeckoe oTaeneHve deaepansHoro LieHTpa.

2. KoHcynbrauus TsenbiX NauveHTOB AN peLleHnst BO-
npoca o HeobxoauMocTn 1 6e3onacHoOCT TpaHCcnop-
TMPOBKM 6ONLHOIO B (hefepasnbHbil LIEHTP.

3. KoHcynbTaums naumeHToB 6e3 yCTaHOBMEHHOMO Ava-
rHo3sa c nogo3peHunem Ha tOA.

4. KoHcynbTaumss HeTpaHcnopTabenbHbIX OO0MbHbIX A5
peLleHns Bonpoca O ANArHOCTUKE U NTEYEHUMN.

5. KoHcynbtaums ans peweHus Bonpoca 06 nHuumauum
Tepanun WBI npn HeatheKkTBHOCTU TEpannm NMMY-
HogenpeccaHTamn B Te4eHne 3 MecsLeB.

6. KoHcynbTaums ans pelleHus Bompoca O Mepeksiove-
Hun Ha gpyron M'MBI npu HeathdeKTUBHOCTH Tepanunm
MBI B TeyeHne 3 mecsiLieB.

7. Koppekuusa Tepanum npyu HENEPEHOCUMOCTWN MNPOTU-
BOpEBMaTUYECKUX NpenapaTos.

8. KoHcynbTaumst GonbHbIX, HYyXOaOLWMUXCS B nannuaTme-
HOW MEANLIMHCKOW MOMOLLIN.

NMPODUNTAKTUKA

lMepeuyHasi npodgpunakmuka He pa3paboTtaHa, no-

CKOMNbKY 3TMOJIOMMSI OKOHYATENBHO HE YCTaHOBIEHA.
Bmopuy4Has npodpunakmuka BKIHOYaET KOMMIEKC

MeponpusTUIA, HanpaBlieHHbIX Ha NpefoTBpalleHne pe-

LUMAaMBOB 3aboneBaHus:

= [JucnaHcepHoe HabrnogeHue;

= [nWTeNnbHOE MpoBeAeHVe NoadepXKMBatoWen Tepa-
nuu, paspaboTaHHOW C y4eTOM MHAMBMAYANbHLIX OCO-
GeHHoCTeN nauueHTa 1 BapuaHTa 6onesHu;

= TMOCTOSIHHbIA KOHTPOSb 6€30MacHOCTU MPOBOLMMO-
ro NeyYeHust n Npu HeobxoaUMOCTU ero KOPPEKLUS;

= obecrneyeHne OXpaHWUTEMbHOTO peXuma (orpaHn4eHve
MCUXO3MOLMOHANbHBIX U (PU3MYECKUX Harpy3oK, Mpwu
HeobxoaumMocTn ODydeHve feTell Ha OOMY, MOCeLleHne
LUKOMbI MWL MPW MOMyYEHUN CTOMKOW KIMHUKO-nabopa-
TOPHOWM PEMWCCUM, OTPaHNYEHNe KOHTAKTOB AN yMEHb-
LUEHMS prCKa Pa3BUTUSt MHGDEKLIMOHHBIX 3aboneBaHnn);

= MpegoxpaHeHne OT UHCOMSILUMK (MCNONb30BaHUE COJSH-
Le3alLMTHbIX KPEMOB, HOLUEHME OAEXAbl, MAKCUMarbHO
3aKpbIBaOLLEN KOXY, FONOBHbIX YOOPOB € MonsiMu, OTkas
OT NOE30K B PEMVIOHbI C BLICOKMM YPOBHEM UHCONMSALMNY);

= UCKroYeHne npumeHennsa YOO;

= BBefeHWe ramma-rnobynuHa OCyLLeCTBNSETCH TONbKO
npu abCcontoTHbIX NOKa3aHUSX.
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NMPUNOXEHUE

Kputepuun oueHkn 3apheKTUBHOCTU NPOTUBOPEBMATMYECKON Tepanum
y nauuneHTtoB ¢ lOA

SppekmusHocmb mepanuu KOA oueHmBaeTcss Mo
neanaTpuyecknm KputepusM AMEpUKaHCKOW Konnernu
pesmartonoros (ACR; AKPnean).

Lns oyeHku aghghekma no kpumepusim AKPnedu ucrosb-
3yromces credytowue rnokasamenu:
= YUCINO CYCTaBOB C Npu3HakaMu akTMBHOrO BOCNa-

neHus;
= 4UCIO CYCTaBOB C OrpaHN4eHnem QyHKLuu;
= CO3 nnun cbiBOPOTOYHAs KOHUeHTpauusa C-peakTms-

Horo 6ernka;
= 006Lwas oueHKka Bpa4yoM aKkTMBHOCTU BonesHu (C nomo-

wpeto 100 MM BU3yanbHOW aHanoroBown Lwkanel, BALL);
< OueHKa NauueHToM unu ero poautenem obiero camo-

yyBCTBUA (C nomoLybio BALL);
= OUeHKa (QDYHKLMOHAMbHOW CMOCOBHOCTU C MOMOLLIbIO
onpocHuka CHAQ.

Mokasatenn AKPnegw 30, 50 n 70 onpefensioTcs kak
ynydlieHue, cootseTcTBeHHo, Ha 30, 50 unu 70% no cpas-
HEHWIO C NCXOOHbIM 3HaYeHnem He MeHee Yem 3 U3 6 no-
KasaTenemn npu BOSMOXHOM yxydLeHun Ha 30% He Bornee
Yyem 1 nokasarens.

HeadhdekTBHOCTb NpenapaTa KoHCTaTMpyeTcs B Cry-
yae otcyTcTBua 30% ynydwenus no kputepusam AKPrneam
B TeyeHne 3 MecsLeB.

Kpumepuu pemuccuu (C. Wallace etal., 2011)

1) oTCyTCTBME CYCTaBOB C aKTWBHbIM apTPUTOM;

2) oTcyTCTBME NMUXOpagKW, CbINK, CeposuTta, ChreHome-
ranumM uUnu reHepannsoBaHHON numdageHonaTum, Tn-
MUYHBIX OJ151 OBEHUTBHOTO apTpuTa;

3) OTCyTCTBME AKTMBHOIO YBEUTA;

4) HopmanbHbIi nokadatens CO3 u/unu CPG;

5) oTcyTcTBME aKTMBHOCTU BGonesHu no obLuen oLeHke
Bpaya (no BALL);

6) YTPEHHSIA CKOBAHHOCTb MeHbLUe 15 MUH.

Ytobbl KOHCTaTMpOBaTb OMCymcmeue akmueHocmu
6one3Hu (HeakTMBHas (asa 6ONE3HW), mMauneHT OOSHKeH
YOOBMNETBOPSATb BCEM NEPEUUCTIEHHBIM KPUTEPUSIM.

dapmakosiocuyeckasi KJIUHUYeCKasi peMuccusi ycTa-

HaBMMBaeTCs B cryyae, ecrnuv 6onesHb HaxoauTcs B He-

aKTUBHOM COCTOSIHUM Ha (pOHe NeKapCTBEHHOW Tepanuu B

TeyeHune 6 mecsLeB Nnoapsa.

He¢hapmakonozuyeckasi KJjIuHU4YecKasi pemuccusi
ycTaHaBnMBaeTCs B clyyae, ecnv 6onesHb HaxoauTcs B
HeaKkTUBHOM COCTOSIHUM B TeyeHue 12 mecsieB noapsig
6e3 NpoTMBOPEBMATUYECKUX MpenapaTos.

MNokasaTenb «[poJoMKMTENIBHOCTL pemMuccun» Bblpa-
XaeTcs B Mecsuax, MPOWeALNX C MOMEHTa HaCTyNeHus
HeakTUBHOW (ha3bl 6onesHu.
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IOBEHUNbHbIN AHKUNO3UPYIOLLIUNA
CNOHOWUNOAPTPUT

(APTPUT, ACCOLIMMPOBAHHbIN C QHTE3UTOM - KNACCUDUKALNA ILAR, 2001)

METOOONOrA

MeToabl, ucnonb3yembie gns cbopal/cenekunn go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue mMeToA0B, UCMOJNIb30BAHHbLIX NS OLLEHKU
KayecTBa U CUNbl AOKa3aTeNnbCTB

[lokazatenbHon Ga3on ons pekomMeHgauuin SBRSOTCS
nybnukauum, Bowepwmne B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeTtogbl, ncnonb3oBaHHble AN OLEHKM KayecTBa
M cunbl AOKa3aTenbCTB:
= KOoHCeHCyC 3KCnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, cnonb3oBaHHble ANA aHanu3a [oKasa-
TenbCTB:
= (O630pbl 0Ny6IMKOBaHHBIX METaaHanM3oB
= CucremaTnyeckne 0630pbl ¢ Tabnmuamy gokasaTensCTs.

OnucaHve mMeToAOB, UCNONMb30BaHHbLIX ANS aHaNW-
3a goKasaTenbcTB

Mpn oTbope nybrmkaumi Kak noTeHuManbHbIX WUC-
TOYHMKOB [J0Ka3aTenbCTB MCNOMb30BaHHas B KaXaoM Uc-
CnegoBaHUM MeTOdOMOrMs U3yvaetcs Ans TOro, YToObl
ybeanTbCs B ee BanuaHOCTU. PesynbTaTt n3yyeHus BnusieT
Ha ypoBeHb [oka3aTenbCTB, NpuUcBavBaeMblii MyGnuka-
LMK, YTO B CBOIO 04epedb BMMSET Ha CUIy peKoMeHaauun.

Ona MyuHMMM3aumMn noTeHumManbHbIX OWKNBOK Kaxaoe
uccnenoBaHve OUeHMBanochb Hesasucumo. JlioOble pas-
nuymnsa B oueHkax obcyxaanuch Bceli rpynmnol aBTopoB B
MonHOM cocTase. [1py HEBO3MOXHOCTU [OCTWKEHNS KOH-
CeHcyca NpuBrekancs He3aBUCUMbIA JKCNepT.

Ta6bnuubl AoKa3aTeNnbCTB 3aMONHANNUCL aBTOpamm
KMMHUYECKUX peKOMeHaaUnn.

MeToakl, ncnonb3oBaHHble AN ¢hopmMynupoBaHUs
pekomMmeHaaumnmn
= KoHCeHcyc 3KCnepToB.

UHpgukaTtopbl Jo6poKavyecTBEHHOW MpPaKTUKM
(Good Practice Points, GPPs)

PekomeHngyemas gobpokayecTBeHHas npaktnka 6asu-
pyeTcs Ha KMMHUYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunin.

JKoOHOMMYEeCKMI aHanu3
AHanus CTOMMOCTW HEe NMPOBOAUICS W NyGnukaummn no
(hapmaKkosKOHOMMKE He aHanM3MpOoBasuCh.

MeTtop Banugusaumm peKkoMmeHgaumm
< BHelLUHss aKkcnepTHas OLEeHKa.
= BHyTpeHHsIst akcnepTHas oLieHkKa.

OnucaHue MeToAa BanvMau3auum pekomeHaauum

HacTtosiwme pekomeHgauum B npeaBapuTensHON
BEpCUM ObiNn peLeH3npoBaHbl HE3aBUCUMbIMU 3KC-
nepTamu, KOTOpbIX MpPeXxae Bcero nNpocurnv npoKoMm-
MEHTUPOBaTb, HACKOJSIbKO AOCTYMNHA ANS NOHMMaHuUs
WHTepnpeTaLms fokasaTenbeTB, fexallass B OCHOBE
pekoMeHgaLuunin.

OT Bpayei NepBUYHOTO 3BEHa — [OETCKMX PEBMATO-
NOroB — MoJly4YeHbl KOMMEHTapPUU B OTHOLLEHUM LOXOA-
YMBOCTWU U3NOXEHUS JAaHHbIX PEKOMEHAAUMNA, a Takxke
NX OLEHKa BaXXHOCTW MNpeanaraeMblx peKoMeHJauun Kak
MHCTPYMEHTa NOBCEAHEBHON MPaKTUKN.

Bce koMMeHTapuu, MoslyYeHHble OT 3KCrMepToB, TLia-
TENbHO CMUCTEMaTU3MpoBanuUCcbL M obCyxaanucb YneHamm
paboyen rpynnbl (aBTOpamMu pekomeHgaumn). Kaxgbli
NyHKT 06cyxaancs B OTAeNbHOCTH.

KoHcynbTaums 1 akcnepTHas oLeHKa

[MpoeKkT pekomeHaauun Bbin peueH3poBaH He3aBu-
CUMbIMW 3KCNepTamu, KOTOPbIX NPexae BCEro Npocunu
MPOKOMMEHTMPOBATL [OXOAYMBOCTb U TOYHOCTb UHTEP-
npetauum [okasatenbHoW 6asbl, nexaiien B OCHOBE pe-
KoMeHgauun.

Pabouas rpynna

[nsa okoHYaTenbHOW peAakumMm U KOHTPOMS Kaye-
CTBa pekomeHdauuu Oblfiv NOBTOPHO NPOaHanmM3npo-
BaHbl YyneHamu paboyen rpynnbl, KOTOPble NPULLNK
K 3aKM4YeHuto, 4YTO BCE 3aMeyaHUs U KOMMEeHTapuu
3KCMepTOB NPUHSATLI BO BHUMaHWE, PUCK cuctematuye-
CKkMx owmnbok npu paspaboTke pekomeHdauuii cBedeH
K MUHUMYMY.

OcHOBHble pekoMeHAauu

YpOoBHM [0Ka3aTENbHOCTW WCMOMNb3yeMblX MeOWULIMH-
CKMX TexHomnorun no onpegenexHuo LleHTpa gokasatens-
HoW MeauLmnHbl OKCOopOCKOro yHuBepcuTeTa:

Knacc (yposeHb) | (A) — 6Gonbluve ABOWHbIE CReEnble
nnaueboKoHTpONMpyeMble UCCNedoBaHWs, a Takxke AaH-
Hble, MOMyYeHHbIe MPU MeTaaHann3e HECKOMNbKMX paHOo-
MW3MPOBaHHbIX KOHTPONMPYEMbIX UCCNEA0BAHUN.

Knacc (yposeHb) Il (B) — Hebonbluve paHAOMU3NPO-
BaHHbIE M KOHTPONMPYEMbIE WCCNEAOBaHUs, MPU KOTOPbIX
CTaTUCTUYECKNE [aHHble NMOCTPOEHbI Ha HeBOMbLIOM YumC-
ne GOMbHbIX.

Knacc (yposenb) Il (C) — HepaHOOMU3MPOBAHHbIE
KMUHUYECKNE WCCNEefoBaHUs Ha OrpaHN4YeHHOM Konnye-
CTBE NaLMEHTOB.

Knacc (yposeHb) IV (D) — BbipaboTka rpynnon akcnep-
TOB KOHCEHCYyca Mo onpeaeneHHon npobneme.
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OMPEOENEHWE

HOBEHUNBHBIN AHKUITO3UPYIOLLWIA CMOHAWUIOaPTPUT,
FOAC (apTpwT, acCOLMMPOBAHHbINA C 3HTE3UTOM — Kraccu-
dukaums ILAR, 2001) — 3T0 apTpUT M HTE3UT, UNu apTpuT
W SHTE3UT B COYETAHUM MO MEHbLUEN Mepe C ABYMS U3
cnegyLmnx NPU3HaKoB:
= Hanuune Unu [aHHble aHamHe3a O 60Me3HeHHOCTU
uneocakpanbHbIX COYNIEHEHUI W/ BocnanuTenb-
Hasi 6onb B CvHE;

Hanuune HLA-B27;

= Hayano apTpuTta y Manbymka B Bo3pacTe ctapiie 6 ner;

OCTpbIVi NepeaHnn YBEUT;

HanuMune aHKUNO3VpytoLLero CrnoHAUNWTA; apTpuTa,

aCcCOLMMPOBAHHOIO C 3HTE3UTOM; CakpouneuwTa B CO-

yeTaHUM C BOCManuUTENbHbIMU 3a00MEBAHNAMUN KULLIEY-

HUKa; cuHapoma Pentepa; ocTporo nepegHero yBeuvta

WNn OHOTO M3 3TKX 3aboneBaHnii y poaCTBEHHUKOB

nepBoOW NMHUM poAcTBa (poguTenu, cubcesl).

ApTpuT, accounmpoBaHHbin ¢ aHTe3nToM (KOAC) He mMo-

Xxem 6bImb ycmaHo8/1eH NPU Hanuynm:

= ncopuasa (B TOM Yucfie B aHamMHe3e) y naumeHTa unm
€ro poACTBEHHWKOB NEPBON IMHMN POACTBA;

= nonoxutensHoro P® knacca IgM MuHMMYM B 2 npo-
6ax, B3aTbIX C MHTEPBANOM He MeHee 3 MeCALEB;

= CUCTEMHOrO OBEHMITBHOTO UAMONATUYECKOro apTpuTa
y nauueHTa.

CUHOHUMBI: apmpum, accoyuupoBaHHbIl ¢ 3HME3UMOM.

KOA no MKB-10
MO08.1 HOHoLWeCKNn (H0BEHUIbHbLIN) aHKUO3UPYHOLLMIA
CMOHANINT aHKUIO3UPYIOLWMNIA CNOHAUMMUT.

ANMUAEMUONOInA

Jonsa FOAC, no gaHHbiM peructpoB CLUA, KaHagel, Be-
nukobputanun, Leeunn n duHnaHaum, coctaBnset oT 1
0o 7%. [lons apTpuTta, accoLMMpOBaHHOIO C 3HTE3UTOM, B
cTpyktype FOWA He npesbiwaeT 10,6%. CpeaHuit Bo3pacT
feboTa apTpuTta, accoLMMpOBaHHOrO C SHTe3nTom, — 11,7
roga (min — 2,8, max — 17,6). lOAC pebroTtupyer, kak npa-
BUIO, B NO3HEM [ETCKOM WNN NOAPOCTKOBOM BO3pacTe:
y 8,6-11,0% B3pocbIx NauMEHTOB C aHKUIO3UPYHOLLUM
cnoHaunoapTputom 3aboneBaHne MaHUGECTMPOBano B
[ETCKOM Bo3pacTe.

FOBEHWMBbHBIM @HKMNO3UPYIOLWLUM CMIOHAUMOAPTPUTOM
Yalue OonerT MasbyMKM: COOTHOLLEHME MarnbYyuKOB U Ae-
BOYEK cocTaBnsaeT 7:1; npu apTpute, acCoLnMpOBaHHOM C
3HTe3uToMm, — 3,4:1.

ATUONONMA N NATONEHE3

MopaxatoTcst NPeNMyLLECTBEHHO CYCTaBbl HUXHUX KO-
HeYyHoCTeNn, a B AanbHellemM — OCEBOW CKeneT; OTCyT-
cTBYlT ayToaHTuTena (P® n AH®) un cywectyeT cunbHas

accounaums ¢ HLA-B27. B pspge cnyvaeB 3abonesaHue
MMeeT CXOACTBO C aHKWUMO3UPYHLLMM CMOHAMNOApTPUTOM
B3pOCHbIX, XOTS €10 XapakTepHble YepTbl peako Habnoga-
t0TCS B JETCKOM BO3pacTe.

Mopdonornyeckum cybetpatom GOMbLUMHCTBA K-
HUYECKNX MPOSIBMIEHUI apTpuTa, acCOLMVMPOBAHHOMO C
3HTE3UTOM, CRYXWUT BOCNanuTENbHbIN  hubposnpyroLnii
npouecc C MEePBUMYHON foKanu3aumemn B CyxOXunb-
HO-CBSAI304YHbIX CTPYKTYpax, MecTax ux npuKkpenneHus
K KOCTM, (oMOPO3HOM YacTh MEXKMNO3BOHOYHBIX ANCKOB,
CYHOBManbHON 06onoYke CycTaBOB C TEeHAEHUMEN K
AMMONAHON WHUNLTPauUMM 1 runepnnasvn. B nneo-
caKkpanbHbIX COYNeHeHusix obpasyetcsi cybxoHgpanbHas
rpaHynsAUMOHHAs TKaHb, XPsLL 3amellaeTcs (uUBpPO3HOW,
3aTeM KOCTHOW TKaHbto, popMUpyeTCst aHKUMO3.

KNACCUDOUKALNA

O6LwenpusHaHHOW KnaccudurKaumy HeT.

KNWHUWYECKAA KAPTUHA

[e6ioT 3aboneBaHns MOXeT BblTb NOCTENEHHbIM (MHO-
raa oCTpbiM) U XapakTepn3oBaTbCs HEMNOCTOSIHHOM 60-
Nbi0 B MbIWLAX, CyCTaBax U CBSI3KaX, CKOBAHHOCTbID WIN
BOCMANUTENbHBIMA W3MEHEHUSIMK, MNPENMYLLECTBEHHO B
nepudepudeckux cyctasax. ApTpUT, Kak npaBumio, coye-
TaeTcs C aHTe3MTaMu B OgHOM unu Bonee nokycax: yaiie
B 06rmactu KOMNEeHHOro cyctasa unum ctonbl. 3abonesaHue
MOXeT geblTupoBath Takke C M30NMPOBAHHOIO Nopa-
eHus TazobefpeHHoro cyctaea. CMNTOMbI NMOpaXKeHus
NMO3BOHOYHMKA B AebTe y nogpocTkoB OObIYHO OTCYT-
CTBYIOT, HO MOTYT NOSBMTLCS B Xo4e 60ne3Hu.

CyctaBHOW CUHAPOM

OHme3umsbi (BoCnanuTenbHble W3MEHEHUS B Me-
cTax MpuKpenneHns CBA30K, CYXOXUNuUn n dacumm K
KOCTSIM) — MaTOrHOMOHWYHBIN NPU3HaK apTpuTa, acco-
LMNPOBAHHOIO C 3HTE3UTOM, MO3BOMSAKLWMUA MNPOBECTU
anddepeHumansHbin - guarHo3 ¢ ApYrMMn BapuaHtamu
FOUA. OHTeautbl TunuuHbl gns KOAC 1 passuBatoTcs valle,
4YeM Mpwv aHkunoaupyoem cnoHgunoapTpute. OHK Npo-
ABNSAOTCA CUNMbHOW GOMNbI0 U BbIpaXKEHHOW (PYHKLIMOHAmNb-
HOW He[OoCTAaTOYHOCTbI CyCTaBOB M ObiBaKOT Hanbonee
cepbesHo xanobon pebeHka.

Mpn ocmoTpe onpenenstTcs BblpaXeHHas JoKarb-
Has bonesHeHHOCTb B obnacTu HagkoneHHuka (Ha 10, 14
n 18 y); 6yrpuctocTn GonbliebepLoBOi KOCTU; B MECTE
NPVKPENIIEHNSA axunmnoBa CyXOXWUIUS U MOLOLLIBEHHOIO
anoHeBpo3a Kk Byrpy NATOYHOW KOCTW; NOAOLUBEHHOIO
anoHeBpO3a K OCHOBAHWIO MATOM MeTaTap3asibHOM KOCTW;
B 006nactu rorioBoOK MeTaTap3anbHblX KOCTen; 60onbLImMX
TpOxaHTepoB OedpeHHbIX KOCTEN; BEPXHEro nepeaHero
rpebHsA NoAB3OOLIHOW KOCTW; JTOHHOIO COYNIEHEHMS; ce-
JanuuiHoro 6yrpa 1 peako B 06nacTi BEpPXHUX KOHEYHO-
cTeil. Bo3MOXHO pasBuTue JakTMnuTa.
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Apmpum. Jlokanu3auuio Ha4yanbHbIX CUMNTOMOB AEeTU
onpegensaoT nnoxo. OHM MoryT xanoeatbcsi Ha 60nb B
daroguuax, obnactu naxa, 6egpax, naTkax, BOKpyr nnedve-
BbIX CyCTaBOB. Borib MOXeT CMOHTaHHO NPOXOAUTb, YTO
3aTpygHSeT NOCTaHOBKY AMarHo3a Ha paHHUX CTagusx.
Y [peten pexe, 4eM y B3POCIIbIX C aHKUMO3UPYOLWUM
cnoHamnoapTpuTom, B AiebtoTe BonesHn nopaxaetcs oce-
BOW ckeneT: y 24% otmeuvarotcs 60nb, CKOBAaHHOCTb WU
orpaHuyeHne QyHKUUU B NOSACHUYHO-KPECTLIOBOM OTAene
NMO3BOHOYHMKA UM KPECTLOBO-NOAB3A0WHbIX COYreHe-
HUSX.

Mpwn apTpuTe, accoLMMPOBAHHOM C 3HTe3uToM, u FOAC
nopaxeHne CycTtaBOB, Kak MpaBuro, aCUMMETPUYHOE.
MNepudpepuyeckne cyctasbl nopaxarotcs y 82% 6GonbHbIX,
CyCTaBbl BEPXHMX KOHeYHocTen — Yy 16%; auctanbHble
CyCTaBbl NopaxarTcs yalle, YeM npokcumarnbHble. Y 75%
OonbHbIX pasBMBaETCs onuroapTput, y 25% — nonunap-
TPWUT. XapakTepHbl BOBMEYEHUE B MPOLLECC OAHOIO UIn
000MX KOJEHHbIX CYCTaBOB, TONIEHOCTOMHbIX CyCTaBOB,
MeIKUX CYCTaBOB CTOM W NanbLEeB HOr; pasBuTue Tap3mnTa,
conpoBoxgatLerocs 60nblo, CKOBAHHOCTbIO, HapyLue-
HuemM QyHKUUKU, nopaxeHune | meTatap3odanaHroBoro
cyctaBa C (hOpPMUPOBaHMEM BanbrycHoM aedopmaumm
(hallux valgus). YacTo B npouecc BOBMeKarTCs Mreyesble,
YenCTHO-BUCOYHbIE U TPYANHO-KIKOYMYHbIE CYCTaBbl,
peoko — Ta3obefpeHHble, KpaviHe peako — Merkue
CYCTaBbl KUCTEN PYK. Bonb B rpyaAnHO-KNIOYUYHBIX U KITHO-
YNYHO-aKPOMManbHbBIX CyCTaBax B coyeTaHuu ¢ 60nbio
B KIHOUMLE MOXET MPUBOAUTL K HapPYLUEHUI0 3KCKYpPCUn
rPYQHOWN KNEeTKW.

lMopaxeHue ocesozo ckenema. CycTtaBbl OCEBOro
cKeneTa BOBIIEKalTCH B MPOLLECC Ha MO3AHUX CTafusaX
bonesHn.Y peten ¢ cakpounemtom 60nb MOXET BO3-
HWKaTb NPV NPSIMOM HaJaBMUBaHWM Ha OAMH unu oba
KpecTLOBO-NOAB3A0LWHbBIX CycTaBa, Ha Ta3. Takxke MOXeT
onpefensaTbcs MpUNyxaocTb B obnacTtu kpecTua. MNpu
nopaxeHUn NO3BOHOYHUKA BbISBASATCA CrMaXeHHOCTb
MOSICHWYHOrO Nnopao3a, ycuneHue rpygHoro kudosa,
YyBEMUYEHNE PACCTOSHUS OT FOMOBbI 40 CTEHBI MPU NPO-
BEEeHWNN JMmarHocTn4yeckmx npob, ncuesaHoseHne usmo-
NOrNYECKNX M3rMOOB MO3BOHOYHUKA M PUrMAHOCTb B
pasnuyHblx ero otgenax. [opaxeHue rpyaHOro otaena
NMO3BOHOYHUKA MOXET NPUBOANTL K OrpaHUYEHUIo JKC-
Kypcum rpygHon knetkn. Ha nosgHux ctagusx 6onesHu,
Kak npaBuo, BO B3pOCIIOM BO3pacTe pa3BMBaeTCs «no3a
npocuTensy».

BHecycTaBHble NPOSIBIEHUSI

Yeeum — 06bIYHO OCTPbIN, OAHOCTOPOHHUI, peunau-
BMPYIOLLIETO TEYEHMS. XapakTepudyeTcs MOKPacHEHWEM
rnasa, 6onbto, CBETOB0S3HbLIO, CIE30TeYeHNEM. YBeWUT pen-
KO npegLlecTByeT NOpPaeHU ONOpHO-ABUraTtesibHOro
annapata U B OonbLINHCTBE cnyyaes He npmBoaAWUT K Mo-
Tepe 3peHus.

lMopaxeHue cepdeyHo-cocyducmoli cucmembl, J1ea-
Kux, novyek u UHC y peteit BCTpeyaeTcsa peako. bonbLimH-
CTBO M3 3TMX NPOSIBMEHMIN PA3BMBAOTCA MOCNE MHOMMX
net 6GonesHu.

IOBEHUNbHbLIA AHKUNO3UPYIOLWUA CMOHOUITOAPTPUT

O6bwue nposieneHusi, Kak NPaBWO, MUHUMASIbHBI,
BKItOYatoT cnabocTb, HapylleHne cHa, cybdebpunbHyto
TemnepaTypy Tena.

TEYEHME

TeyeHve apTpuTa, accoOUMMPOBAHHOTO C 3JHTE3UTOM,
npv gebiote B Bo3pacTte A0 5 net, kak npaBuno, peMmnTTi-
pytowiee 1 fgobpokadectseHHoe: Y 50% M3 HUX CyCTaBHOW
CYHAOPOM MpPOTEKaeT C NopaxeHWeM 4 1 MeHee CyCTaBOB.
Y MHOrux ieTen B NpOLECC BOBMEKAKTCH CyCTaBbl OCEBO-
ro ckenerta. lpeumyLiecTBEHHOE MOpaXeHne CyCcTaBOB
HWDKHMX KOHEYHOCTEN COXPaHAeTCs B TeYeHWe BCEro ne-
pvoga bonesHn. Yepes 5 neT BO3MOXHO pa3BuThe oOrpa-
HUYEHNS ABWXEHWUIN B MOSCHUYHOM U FpyaHOM OTAenax
MO3BOHOYHUKA. Y AeTer U NoAPOCTKOB (DYHKLMOHAmNbHbIE
HapyLUeHNs B cycTaBax W MO3BOHOYHMKE, KaKk MpaBumo,
He nporpeccupytoT. lNMopaxeHne TaszobedpeHHbIX cycTa-
BOB — MJIOXON MPOrHOCTUYECKMI MPU3HaK AN passu-
TUS BblPaXEeHHON (YHKLMOHANbHOW HEeA0CTaTOYHOCTY.
OcTpbIfi yBEUT peaKo COMPOBOXAAETCH OCHNOXHEHUS -
MW — TOMbKO B CIyyasix PELMANBMPYIOLLErO TEeYEHUS.

OCJIOXXHEHUA

KoHTpakTypbl B CycTaBax.

Pa3BuTue cnenoTbl BCeACTBUE yBEUTA.
HepoctaTtoyHOCTb @aopTanbHOro KnanaHa.
Amnnongos.

AWATHOCTUKA

JTabopaTtopHble uccnegoBaHus

KnuHu4veckuli aHasiu3 Kpoeu. yMepeHHasi aHeMUs;
4YMUCMO NEeNKOLMTOB, KaK NpaBumno, HopMasnbHoe Unn yme-
PEHHO MOBbLILIEHHOE; nenkouuTapHas opMyna He K3-
MeHeHa, yncno TpomboumtoB 1 COD 4acTo NOBLIWEHL B
Te4yeHne MHOruX net. B psge cnyyaeB npu BbICOKOM KNK-
HMYecKon akTMBHOCTU 6onesHn COO HopMarbHas.

Buoxumuyeckuli u ummyHosio2uyeckull aHanau3bl
Kpoeu: noBblLLeHne KoHLeHTpauun IgA, IgM, 1gG. Boamo-
XeH cenekTuBHbl geduunt IgA. PO He onpepensietcs;
AH® BbISBNSETCA He Yalle, 4eM B 340POBOW NONynsumum
nerten.

MonekynsipHo-eeHemuyeckoe uccnedoeaHue: HLA-
B27-anTureH BoisBnsetca y 90% peten ¢ FOAC n aptputom,
accoummpoBaHHbiM ¢ aHTe3uTom. Onpegenexnne HLA-B27
CNYXXUT He AMArHOCTUYECKUM TEeCTOM, @ MapKEPOM pucCKa.

WHcTpymMeHTanbHbIe UccregoBaHus
PenmezeHonozuveckoe uccnedoeaHue. PaHHue nsme-
HeHns B nepudepuyecknx cyctaBax Npu apTpute, acco-
LMMPOBAHHOM C 3HTE3UTOM, COOTBETCTBYIOT TaKOBbIM NpW
apyrux Bapuantax KOUMA. PeHTreHonornyeckne npusHakm
cakpowurneTa nosiBsTCA Yepe3 HEeCKOMbKO NeT nocrne
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Ta6bnuua 1. PeHTreHonornyeckne crtagum cakpouneunta (J. Kallgren B Mogndmkaumm K. Dale, 1979)

0

Hopmaanaﬂ LnpunHa CyCTaBHbIX Lenen n vyetkme CyCTaBHbl€ MOBEPXHOCTN, BO3MOXKEH
He3HaYNTENbHbIN CKnepos no noaB340LWHON CTOpPOHE CyCTaBOB

M3meHeHMs, No3BoNSIOLLME 3aM0403PUTL CAKPOUMENT: Hanuune cy6XoHaparibHOro OCTEOCKNepo3a,
HeKkoTopasi HEPOBHOCTb M HEYETKOCTb CYCTaBHbIX MOBEPXHOCTEN (BO3MOXHO, BapuaHT HOPMbI)

#BHbIE paHHNE n3MeHeHuAa: ncesaopacLunpeHne CyCTaBHOVI wenv n/vnu OorpaHn4yeHHble y4acCTKu
Il C 3p03nAMKU; OCTEOCKITEPO3 00bIYHO onpenendeTca Ha 0beunx CTOpOHax CyCTaBHOVI wenu; 4yacTo
NMEETCA HEHYETKOCTb CYCTaBHbIX HOBerHOCTEVI

lla OpQHOCTOPOHHNE N3MEHEHUS

16 [1ByCTOPOHHME U3MEHEHMS

Taxenole OECTPYKTUBHbIE U3MEHEHUA: 3p0O3nUnN U ncesgopacllmpeHmne CyCTaBHOIZ wenm no KpaVIHeVI
Mepe B OAHOM CyCTaBe€; BO3SMOXHbl MarieHbKMe KOCTHble MOCTUKU

[1ByCTOPOHHWE M3MEHEHWSI CYCTaBOB, aHarnornyHble onucaHHelM npw Il ctagum, Ho ©
\Y [ONOSTHUTESbHBIMU MPU3HAKaMM1 CYXXEHWUS CYCTaBHOM LLENKN, 4acTo C KOCTHbIMU MOCTUKaMi B OLHOM
nnu 06omxX KPecTLOBO-NOAB3AOLLHBIX COYNEHEHUSAX

noaB3A0LLHbIX COYJIEHEHUAX; perpecc

TepMVIHaJ'IbeIe N3MEHEHUA: BblpaXXEeHHbIE NMPU3HaKM KOCTHOINO aHKuio3a B 060MX KpecCTLOBO-

nebtota nepndepnyeckoro aptTpuTa 1 SBNSTCA NEPBLIMU
npuM3HakaMy MopaxeHUs No3BOHOYHMKA. CTaguu ckapo-
nneuta npeactaeneHbl B T1abn. 1. PeHTreHonormyeckue
MPU3HaKW dHTE3NTa Yalle BbiSBAsTCA B obnactu 6yrpa
NSATOYHOW KOCTW, pexe B 06nactu KONMEHHOro Cycrasa.
OHW XxapakTepm3ylTCs YMeHbLUeHEeM YETKOCTU KOHTypa
N 3pOo3nSMM KOCTU B MeCTe NPUKpenneHus axunmiosa
cyxoxunus Kk Byrpy NATOYHOW KOCTWU, (HOPMUPOBaHW-
eM «Lnop». Pa3BmMBaeTca aHKMNo3upyoLwmin Tapsut. NMpu
nporpeccmpoBaHuM 3aboneBaHys BOZMOXHO 3Ha4MTESb-
HOEe CY)XeHWe CyCTaBHbIX LLenen 1 aHK1o3oB B nepude-
puYyeckmx cyctaBax.

AHaTOMMUYeCcKMe MW3MEHEHUSA B NO3BOHOYHUKE, Kak
npaBwumno, NoSBMSAIOTCA BO B3POCHOM BO3pacTe, HO Mpu
paHHem febtoTe 3aboneBaHWst M arpeccMBHOM TeYeHUU
NopaxeHne No3BOHOYHUKA MOXET Pa3BUTLCH U Y AETENn.

MPT nossonseT BbISBUTb paHHUE BOCNanuTenbHble
N3MEHEHNs1 B KPECTLOBO-MOAB3AOLIHbIX COYIEHEHUAX —
OTEK KOCTHOTO MO3ra U OCTEUT.

KPUTEPUU OUATHOCTUKU

AHKMNO3UPYIOLLMIA CNOHOWUMOAPTPUT Y B3POCHbIX Ana-
FHOCTMPYETCA Ha OCHOBaHUM psida KpuTtepues (Tabn. 2-5).
BonblWWHCTBO AeTer U NOAPOCTKOB 3TUM KPUTEPUAM HE
COOTBETCTBYIT B CBSA3U TEM, YTO MOpaXKeHNe MO3BOHOY-
HWKa N KPeCTLOBO-NOAB3AOLIHbIX COYNIEHEHNUI Y HUX pas-
BMBaeTCs peako. [Ana Hux Gbinu paspaboTaHbl OTAENbHbIE
KpUTepun amarHocTuku (tabn. 6, 7).

AupgpeperyuanbHbili duacHo3 HeoOXOAMMO MPOBO-

OUTb CO crieayoLmmy 3aboneBaHnaMU:

= onMroapTukynsapHbii FOA,;

= BOCnanuTenbHble apTponaTuy;

= MEeXaHW4YecKkMe NPUYKHLI 60NN B HMXKHEN YaCTW CMWHBI
N HUKHUX KOHEYHOCTSX;

= WHeKkuus;

= 3710Ka4eCTBEHHbIE HOBOOOPA30BaHMS;

= OonesHb LeriepmaHa—-May;

Tabnuua 2. Pymckne Kputepun AMarHOCTVKM aHKUNosupytowero cnonaunoaptputa (MexayHapogHeii koHrpece BO3, 1963)

KnuHuyeckune kputepum

1. Bornb B KpecTLe > 3 Mec, He NPoXosilas B Nokoe
2. Bornb 1 ckOBaHHOCTb B rpyAHON KNeTke

4. OrpaHnyeHne 3KCKYpCUM TPYOHON KIeTKu
5. Wput ocTpbIn unu B aHaMmHese

3. OrpaqueHme noaBMXHOCTU NMOACHUYHOIO otaena No3BOHOYHUKA

[uarHo3 yctaHaBNvBalT NpU HanNU4YuM ABYCTOPOHHErO CaKpowurneuTa B COYETaHUU
COAHUM M3 KNIMHMYECKUX KPUTEPUEB UIU MPU HanNU4um 4 u3 5 Kputepues
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Ta6nuua 3. Hbto-/lopkckre KpuTepui AvarHOCTVKM aHKMNoaupylolero cnoHaunoaptputa (PH. Bennett, PH.N. Wood, 1968)

KnuHuyeckue Kputepum

1. OrpaHnyeHve OBWXKEHWIA B MOSICHUYHOM OTAENE NMO3BOHOYHMKA BO BCEX 3 MPOEKLUSIX

2. Hanunyue B HacTosLlem unum B aHamHese 601 B 06nactu NOSICHUYHOTO MM MOSICHUYHO-KPECTLIOBOrO oTAena no-
3BOHOYHUKA

3. OrpaHuyeHne akckypcum rpyaHon knetku < 2,5 cm Ha yposHe IV mexpebepbs

[ocToBepHbIN aHKUNO3NPYIOLLMIA CMOHAUMOAPTPUT: ABYCTOPOHHMIA cakpounewuT IlI-1V ctagmm no AaHHBIM PEHTIEHO-
rpacomm B COMETaHUU NO MEHbLLEN MEPE C OOHUM KITUHUYECKUM KpUTepuem, umau

OOHOCTOPOHHMI cakpouneut llI-1V ctagum unu OByCTOPOHHUI cakpounewnT |l cTagumu No AaHHbIM peHTreHorpadmmn B
COYETaHWN C KIMHWUYECKUM KpuUTepreM 1 unu KNMHUYECKUMU KpuTepusmm 2imn 3

BeposiTHbIN aHKMNO3MPYIOLWMA CMOHAMNOAPTPUT: ABYCTOPOHHMIA cakpouneut -1V ctagum no gaHHbIM PEHTreHo-
rpagmm 6e3 KNMHUYECKNX KpUTEPUEB

Tabnuua 4. Kputepun aHkmnosmpytowero cnoHgunoaptputa EBponenckon rpynnbl o U3y4YeHWio cnoHgunoaptpona-
Tmn (ESSG, 1991)

Bonb B N03BOHOYHMKE Mntoc oanH 13 NnepeyncneHHbIX NPU3HaKoB:

BOCManuTeNbHOTO Xapaktepa, usiu = Hanuyue B CEMENHOM aHaMHe3e aHKWII03VPYIOLLEro CMOHAUMOoapTpUTa,
C1HOBUT (aCMMMETPUYHBIA M ncopuasa, OCTPOro nepefHero yBewTa, BOCManuTenbHbIX 3abonesaHui
NPEVNMYLLECTBEHHO HIDKHUX KULLIEYHMKA

KOHEYHOCTEN) = ncopuas

= BocnanutensHoe 3aboneBaHne KULLeYHMKa

= ypeTpuT, LePBULIMT UMK OCTpas Anapes 3a 1 mec [o pa3BuTus apTpurta
= nepemexatoliascs 6onb B sroguuax

< 3HTesonaTuu

= [BYCTOPOHHWMI cakpouneut lI-IV ctaguu

Tabnuua 5. Kputepun aHkunosupytoLlero cnoHgunoaptputa Amor (B. Amor v coasrt., 1995)
MpusHaku | Bann
KnuHuyeckue unu aHamHecmuyeckue

1. HouHble 6onv B NOSICHUYHOW 06NACTW UK CNIUHE W/MIN YTPEHHSIS CKOBAHHOCTb B MOSICHULIE

2. OnuroapTpuT acMMMeTPUYHbIN

3. bonb B Aroguuax, He4yeTko onpegensemas,
unu nepuognyeckme 6onm B Arogmuax

4. «CocurckoobpasHbie» marblbl Ha KUCTSX M cTonax

5. Tananrum unu aopyrme aHTesonatun

6. Nput

7.3n1304 HEMOHOKOKKOBOIO YpeTputa unun uepsmunTa MeHee 4em 3a 1 mec go gebtota apTpuTa

P IR ININININDNEPEIN|PE-

8.3nu3op anapen meHee Yem 3a 1 mec o gebrota aptpurta

9. Hanunune unu aHaMHecTUYeCKne AaHHble NO ncopuaasy, nvnun 6anaH|/|Ty, n/vnu XPOHUYECKOMY
QHTEPOKOITUTY

N

PenmeeHonozu4eckue

10. CakpomnenT (ABYCTOPOHHMI: = |l cTagun, OQHOCTOPOHHMIA: 2 |Il cTagmn) 3

[eHemuyeckue

11. Hanunune HLA-B27, n/vnn ceMelHbli aHamMHe3 Mo aHKUOo3upytoLlemMy CoHAUMUTY, U/unu
cuHgpomy Pelitepa n/unu ncopwasy, u/vunu yBeuTy, W/Uim XpoHNYECKOMY SHTEPOKOIUTY

Omeem Ha neyeHue

12. YmeHbLUeHne Gonel B TeyeHue 48 4 ot Hayana npuema HIBIM u/unun obocTtpeHmne B TeueHune 48 4
nocne otMmeHbl HIMBI

[narHo3 goctoBepeH npu cymme 6annoB 2 6 No 12 KpUTepusam
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Tabnuua 6. Kputepum 1oHOLLIECKOTO aHkuno3upytoLlero cnoHamnuta Garmisch-Partenkirchen (R. Hafner, 1987)

OCHOBHbIe

1. AcCUMMETpUYHbIN nayumapTpuT (<5 CycTaBoB) NPENMYLLECTBEHHO HUXHUX KOHEYHOoCTel B aebtoTe 3aboneBaHuns
(nepBble 3 mec)

2. QHTe3onatum

3. bonb B NOSICHNYHO-KPECTLOBOM 06nacTu

4. OCTpblii PUOOLMKITNT

[lononHuTenbHbIe

5. MonuapTput (>5 cycTtaBoB) B aebroTe 3abonesaHmns

6. Myxckoit non

7. Havano 3abonesaHus B Bo3pacTe = 6 net

8. Hanuune HLA-B27

9. CemenHas arperaums no 3aboneBaHunsM U3 rpynnbl CEPOHEraTMBHLIX CMOHAUNoapTponaTum

OuarHos BeposTHoro IOAC ycTaHaBNMBAKOT NPU HaNMYUK 2 OCHOBHbLIX KpUTEPMEB UMK 1 UMM 2 OCHOBHbIX
KpUTepUeB B COYETaHWUMU C ABYMSA AONONHUTENbHbIMU
OnpepneneHHomy FOAC cooTBeTCTBYET TOT XK€ HaGOp NPU3HAKOB B COYETaHUM C PEHTITEHONIOTMYECKUM
noaTBepXkAeHMEM cakpouneuTa (T.e. BBYCTOPOHHUI cakpouneuT || unm Kak MUHUMYM OBHOCTOPOHHUI
cakpounewut Il ctagun)

Tabnuua 7. Kputepun aHkmnosupytowlero cnoHgunoaptputay geten (A. Hussein u coasr., 1989)

OCHOBHbIe

1. Hanuyune cnonamnoapTponaTuii Unu onuroapTputa B CEMENHOM aHaMHese
2. QHTe3onatus

3. ApTpuT MexdanaHroBbix CycTaBoB

4. Cakpovneut

5. Hanuwune HLA-B27

6. PeunamBupytowmin apTput unu apTpanrum

JononHutenbHble

1. Hauyano 3abonesanus B Bo3pacte > 10 net

2. Myxckoi non

3. MopaxeHne TOMBbKO HUXHUX KOHEYHOCTEMN

4. OCTpbI UPUMZOLMKIUT UM KOHBIOHKTUBUT

5. ApTpuT TazobedpeHHbIX CYCTaBOB

6. Hayano nocne HenoaTBepX4EHHOIO 3HTEpUTa

D,uarHoa BEPOATHOro aTUNMUYHOro CNOHAUNOAPTPUTA MOXeT ObITb yCTaHOBJI€H NPU HaNn4uun 3 OCHOBHbIX
M 2 AONONHUTENbHbIX KputepuneB

= 0CTeoung-ocTteoma; < [lpumep Ne 2. KOHOWECKNA aHKUMO3NPYIOLWNUA CMOH-
= 6onesHb Ocryga—LlnaTTepa; AMNoapTpuT, BbICOKAst aKTUBHOCTb, ABYCTOPOHHMWN
= CMOHOUNONN3NC; cakpouneut Il. OcTpbli NPaBOCTOPOHHUIA UPUOOLM-
= CNoHOUIonucTes; KIuT.

= OCTEOMMENMWT;

= OucuuT;

- TpaBMa; OLUEHKA AKTUBHOCTH

= capkoma HOuHra;

= CcemenHasi cpean3eMHoMopcKas nMxopazka. Kpumepuu akmueHocmu (ACR, 2011)

B Huskas (Hanuyue ecex Kpumepues):
= OTCYTCTBWE PUTMOHOCTM MO3BOHOYHKIKA;

NMPUAMEPDI D,MAFHO3OB = CO3wunn CPE B HOpME;
= oleHKa aKTMBHOCTM HGonesHu Bpayom no BALL < 4
= [lpumep Neo 1. FOHOLLECKMA @HKUNO3UPYIOLLUMIA CMOH- 13 10 6annos;
OUNOoapTpUT, HU3Kas aKTUBHOCTb, OAHOCTOPOHHMUI Ca- = oueHKa obLero CoOCTOAHMS NaUMEHTOM UIN POAK-
Kpouneut |. Tenem no BAL < 2 13 10 6annos.

SN
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B CpedHss (o Hamuqu Kpumepues He coomeemcmesy-
€m Hu Hu3KoU, HU 8bICOKOU):
= Hanuuue > 1 KpUTepUs HU3KOM CTENEHN N < 2 KpU-
TepueB BbICOKOW CTEMEeHW akTUBHOCTU.
W Beicokasi (Hanu4yue He MeHee 2 Kpumepues):
= CO3unu CPB BbiLwe HOPMbI B 2 pasa;
= OLEHKa aKkTMBHOCTM 6onesHun Bpavom no BAL = 7
13 10 6annos;
= oLeHKa 0bLLero COCTOSHNSA NauueHToOM Unm poau-
Tenem no BALL = 4 n3 10 6annos..

NEYEHME

HemeaukameHTO3HOE NnevyeHue

Pexxum. B nepuopbl obocTpeHus 3abonesaHus cne-
OyeT orpaHMyMBaTh ABUraTeNbHbIA peXUM pebeHka.
MonHas »MMOOMNMU3aLMsa CyCTaBOB C HaNoOXeHWeM FaH-
reT NpoTMBOMNoKa3aHa, Tak Kak cnocobcTByeT pasBUTUIO
KOHTPAaKTYp, aTpoumn MbILLEYHON TKaHK, yeyrybneHuo
ocTeonoposa, ObICTPOMY pa3BuUTUIO aHkunosa. Puaunde-
CKMe ynpaXHeHUsi cnocoOCTBYIOT COXpaHEHWIO (YyHKLN-
OHanbHOM aKTMBHOCTM CycTaBoB. [lonesHbl e3ga Ha Be-
nocunege, nnaeaHve, Nporynkn. ber, NpbKKW, aKTUBHbIE
Urpbl HexenaTenbHbl. PekomeHOyeTcs COXpaHATb Nps-
MY OCaHKy npu xoabbe un cupgeHumn, cnatb Ha KECTKOM
maTpace M TOHKOM nogyLike. CKnunMTb NCUXO3IMOLMO-
HanbHble Harpy3ku, NpebbiBaHWe Ha COMHLLE.

HAuema. Y 6onbHbIX € cuHgpomoM KylumHra Lenecoo-
OpasHo orpaHuyeHne noTpebneHus yrneBodoB U XMUPOB,
npegnoytuTenoHa GenkoBas gueTa. YnotpebneHwe npo-
JYKTOB C MOBbILLEHHBIM COAEPXaHMEM KanbLmns 1 BUTAMK-
Ha D ansa npodunaktukm octeonoposa.

JleuebHas husKynbmypa — BaXKHEWLLINA KOMMOHEHT
neYeHns KOHoLLIECKOro apTputa. Heobxoaumel exenHes-
Hble YNPaXHeHUs Ans yBenu4eHns obbema OBWXEHWA B
cycTaBax, ycTpaHeHus crubaTtenbHbIX KOHTPaKTyp, BOC-
CTaHOBINEHNSA MbllLeYHoW macchl. [Mpy nopaxeHun Ta-
300epeHHbIX CyCTaBOB — TpaKLMOHHbIE Npoueaypbl
Ha MOPaXKEHHYI0 KOHEYHOCTb MOCNe npeaBapuTenibHOW
KOHCYNnbTaLuunM OpToMeAa; XOXAEeHWe Ha KocTbinsax. B ne-
puroa pasBUTUSE KOKCUTa M acenTUYeckoro Hekposa Ta-
300epeHHbIX CYCTaBOB NnepeaBmkeHne 6onbHoro 6e3
KOCTbINIEN MPOTMBOMNOKa3aHo. JleuebHyto huskynstypy
NpoBOASIT B COOTBETCTBUM C MHAMBUAYANbHLIMUA BO3MOX-
HOCTSIMU GONBHOTO.

Opmoneduyeckasi koppekyus. CtaTuyeckme opTesbl
TWNa LUKH, NIOHTET, CTENEK U QHaMWUYEeCKne OTpesbl B BUAE
Nerkmx CbeMHbIX annapaToB. [ns ctaTuyecknx opTesoB
HeobxoaMma NpepbIBUCTOCTb MMMOBUM3aumn: ux cneay-
€T HOCUTb UIN HageBaTb B CBODOAHOE OT 3aHATUN BPEMS
N B TeYeHWe OHSA 0053aTeNlbHO CHUMATb ANs CTUMYNALMA
MbILLEYHOW CUCTEMbI BO BPEMS (OU3NYECKUX YIPAKHEHNIA,
3aHATUN, MexaHoTepanuu, Tyaneta. [Mpyn BblpaXXeHHOM
OCTeonopose B rpyagHoOM M MNOACHUYHOM oTAenax rno-
3BOHOYHUKA — HOLLEHWE KOpCeTa UMW PEKINMHUPYIOLLEN
CUCTEMbI, MPU NOPaXXeHUN CYCTaBOB LUEWHOro oTAena no-
3BOHOYHMKA — rofioBoAepxaTens (Msrkoro, >XecTkoro).

IOBEHUNbHbLIA AHKUNO3UPYIOLWUA CMOHOUITOAPTPUT

MepgukameHTO3HOE NneYeHue

Kputepun oueHkn addeKkTMBHOCTM NpOTMBOpPEBMATH-
Yeckomn Tepanuu npefcTtaBneHsl B [pnnoxeHnn.

HecmepoudHble npomusosocnanumesnbHbie npena-
pambi (B) NpUMEHSAIOTCA NPU HN3KOW akTUBHOCTM Bones-
HW 1 OTCYTCTBUM (DaKTOpPOB HeBnaronpmMsaTHOro NporHosa.
HasHavatot [JuknogeHak Hatpus B fo3e 2—3 MI/Kr B CyT,
Unu HUMecynua B fo3e 3—-5 Mr/Kr B CyT, UM MENOKCUKaMm
B #o3e 7,5-15 mr/cyT.

[nrokokopmukocmepoudbl U UMMYyHoOenpeccaH-
mebl. T1Ipn HanMuYUKU Bblpa>XXEHHOro apTpuTa B KayecTse
bridge (mocT)-Tepanuu nNpoBOAAT 8HympucycmasgHsble
uHbekyuu K (C): beTametasoH — He Yalle 1 pasa B 6 mec,
TpYamUMHOMNOHa rekcaueToHna — He valle 1 pasa B
4 mec.

Mpun HeadpdektnsHocTn HIBI B TeyeHune 2 mec, a
Takke Npu cpegHen n BbICOKON akTUBHOCTM BONe3Hu BHE
3aBMCMMOCTM OT Hanunuus (HakTopoB HebnaronpusTHOro
NporHo3a HasHavatT cynibgacanasuH (C) per os B gose
25-50 Mmr/kr B CyT, pa3geneHHon Ha 2 npyema.

Mpn HeaddekTMBHOCTM CcynbacanasvHa npu cpea-
HEN 1 BbICOKOW aKTUBHOCTW OOMNesHu BHE 3aBUCUMMOCTW OT
Hanmunsa akTopoB HEGNAronpUATHOrO NMPOrHo3a npume-
HAOT Memompekcam (C) NOQKOXHO WMMN BHYTPUMbILLIEYHO
B fo3e 15 Mr/m? Ha BBeaeHve 1 pa3 B He,.

[eHHO-uH)XeHepHble 6uosioauyeckue npenapamasl.
B cnyyae HenepeHocMMOCTM W/MnK HE3IDHEKTUBHOCTM
cynbacanasmHa wunu meToTpekcata B TeyeHue 3 Mec,
a TakXe BbICOKOW U CpeaHeln akTUBHOCTU ©Ones3Hu BHE
3aBMCUMOCTM OT Hanuynst (hakTopoB HebnaronpusTHOro
MpOrHo3a HasHavawT uHeubumopsl ®HO-a (B): apanumy-
Mab noaKoXHO B [03e 24 Mr/M? Ha BBeeHue 1 pa3 B 2 Hef
UMK aTaHepLenT NOAKOXHO B fo3e 0,4 Mr/kr Ha BBeAeHUE
2 pasa B Hef.

Xupypruyeckoe rnevyeHue
OHOONPOTE3MPOBAHME CYCTaBOB.

BEOEHME NMALUMEHTOB

1. Bcem pgetam — odpopmneHne cTaTtyca «pebeHoK-MHBa-
nma».

2. Oby4eHune Ha oMy MoKa3aHO EeTAM, MONyYarLwum
rnBrl.

3. Bo Bpemsi nocelleHns LIKOMbl HEe NoKa3aHbl 3aHATUSA
thuskynbTypon B 0bLien rpynne.

4. 3anstus JIOK B ctagum pemuccumn 60nesHn co cnewm-

anucToM, 3HaKOMbIM C 0COBEHHOCTAMYM NaToNornu.

[MpoTmBonokasaHbi:

BaKLMHaLMS;

BBEJEHNE raMma-rnobynmHa;

nHconsauusa (npebbiBaHne Ha COMHLUE);

CMeHa KnumMara;

nepeoxnaxaeHve (B TOM Yucne KynaHue B BOAOEMAX);

dmsnyeckme 1 ncMxmnyeckne TpaBmbl;

KOHTaKTbl C AOMALLUHUMW XXMBOTHbLIMMU;

neveHre NMMyHOMOAYNATOPaMu.
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OGy4eHune 60nbLHOroO

BornbHOM 1 ero poauTeny JOMKHbI 3HaTb 06 OCHOBHBbIX
KMUHUYECKMX MPU3HaKax, xapaktepe 3aboneBaHus, doak-
Topax, nposouupylowmx oboctpeHne. OHU JOMKHBI ObITh
JeTanbHO MHOPMMPOBaHbl 060 BCEX JOCTOMHCTBAX M MO-
60ouHbIX adekTax JIC, He06Xx0AMMOCTM perynspHoro npu-
ema npenapatoB. CnegyeT MHCTPYKTUPOBATb OOMbHbIX O
BaXXHOCTW TLLATENBHOTO PErynspHoOro MOHWUTOPUHIa Mpo-
BoAvMMoOW Tepanuu. [pu nosaBneHnn noboyHbIX 3PHeKToB
naumeHT OOSMKEH 3HaTb O MOCNEeAoBaTENbHOCTA CBOUX
fencTeuii (BpemeHHon oTmeHe JIC 1 obpalleHnmn Kk Bpayy).
Heobxognmo obyveHne camux maumeHToB W MUX poauTe-
new HaBblkaM eXeJHEBHbIX TPEHWPOBOK, YNpaXHEHWN
neyebHoON OU3KYNbTYpPbI.

BeageHue nayneHToB
B CTaLlMOHapPHbIX YCNOBUAX

CneunannavpoBaHHas, B TOM YMCI€ BbICOKOTEXHO-
NOrMyHas, MOMOLLb OKa3blBaeTCs B AETCKOM PEBMATOsO-
rMyeckomM OTAeNeHun MeuLUMHCKON opraHusauun, rae
npeayCMOTPEHO Hanmyune:
= OoTdefleHusi aHecTe3nonorMm u peaHMmaTonorun wunm

Bnoka (nanatbl) peaHMauMM 1N UHTEHCUBHOW Tepanuu;
= MMMYHOJIOTMYeCcKo nabopatopun C NPOTOYHbLIM Lu-

TohrnyopumeTpom 1 obopygoBaHuem Ans onpenene-

HUA MMMYHOMOIMYECKNX MapKepoB PEBMaTUYECKMX

bonesHen;
= OTAeneHns NyyYeBOW AMArHOCTUKK, BKMYas KabuHeT

MarHUTHO-PEe30HaHCHON U KOMMbIOTEPHOM TOMOrpa-

¢um c nporpamMmon Anst UCCrNefoBaHNsA CyCTaBOB;
= 9HOOCKOMUYECKOro OTAEeNeHUs.

MomoLb OkasbiBaeT Bpayv-peBMaTosior, COOTBETCTBYIO-
W KBanudurkaumoHHeIM TpeboBaHMAM K crieuuanuctam
C BbICLUMM U NOCMNEBY30BCKUM MeOULMHCKUM U hapma-
LeBTUYeckMM obpasoBaHMeM B cdepe 30paBOOXPaAHEHMS
no cneuuansHOCTU «peBmatonorus» 6e3 npeabsBreHus
TpeboBaHui k cTaxy pabotel ([Mpnkasz MuH3gpaBcoupas-
BuTUA Poccum o1 7 nons 2009 r. Ne 415H ¢ nameHeHuamu,
BHECEeHHbIMU Mpuka3om MwuH3gpaecoupassutus Poccum
OT 26 gekabps 2011 r. Ne 1644H; MNpuka3 MuHsgpaBcoL-
pa3suTusa Poccun ot 23 nions 2010 . Ne 541H).

O6cnedosaHue U nevyeHue nayueHmos nposodumcs 8
coomeemcmeuu co cmaHOapmom crieyuanu3uposaHHol, 8
m.Y. 8bICOKOMEXHOM02UYHOU, MeduyuHcKoU nomouju 60osib-
HbIM C IOHOWECKUM apmpumoM 8 ycriogusix cmayuoHapa
unu dHe8Ho20 cmauyuoHapa:
= [eTsM C BbICOKOW U CpefHen CTeneHbi akTUBHO-

ctn GonesHu cneunanusMpoBaHHas MeaWUMHCKas

MOMOLLIb OKa3bIBAETCA B YCNOBUSAX KPYrNOCYTOYHOIO

cTaumnoHapa;
= [eTsM C HU3KOW CTeneHbld akKTUMBHOCTU U PEMUCCU-

en bonesHn cneunannanpoBaHHas MeuuUMHCKas Mno-

MOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOIO U

OHEBHOIo CTaumoHapa.

[podomkxumenbHOCMb fleYeHUs nayueHma 8 cmayuo-
Hape — 28 aHen.

lpodomkumensHocmb ne4YeHUs nayueHma 8 ycrnosusix
OHegHO20 cmayuoHapa — 14 aHen.

BeneHue nauveHTa, nomnyyarowiero npoTMBOpeBMaTH-

Yyeckue npenaparbl, UMMyHoaenpeccaHTbl uiunu MBI
[o Ha4ana ne4eHus eceM nayueHmam — npoBege-

Hue peakuun ManTy n KT rpyoHOM KneTkn Ans Ucknoye-

Hus Ty6epkynesa.
Bo epems neyeHus:.

= fayueHmam, foy4YyarwumM UMMyHOOenpeccaHmsbl, —
nposefeHue peakumm Manty n KT rpygHon knetku 1
pas B rof;

= nayueHmam, nonyyarouwum MBI, — npoBeneHue pe-
akuum ManTy n KT rpygHon kneTtku 1 pa3 B 6 mecsues.
Aneopumm Odelicmeull rpu ebisigsieHUU my6epky-

Jne3Hol UHgheKkuuu
lNpu ebisieieHUU MOMOXUMEbHbIX My6epKyIUHO8bIX

npob (peakums MaHTy: nanyna > 5 mm):

= HampaBrieHWe Ha KOHCynbTauuio K Bpady-hTmamatpy
ANs peLleHnst Bonpoca O NpoBefeHun [uackunHTecTa,
Ty6epkynmHoBbIX Mpob C pa3BegeHueMm, kBaHTUDEPO-
HOBOTO TecTa W HasHayeHun cneunduyeckorn XMMmo-
Tepanuu Npy HanMyMn NoKasaHun.
[Mpu 8bigeneHUU akmugHO20 mybepKyne3Hoe2o npoyecca:

= wmeToTpekcat u MBI oTMeHnTb;

= HabnogeHue y ptnsmnaTpa;

= npoBefeHne cneunduryeckor NpoTuBoTybepkynes-
HOW XMMmoTepanuu;

= KOHCynbTauusi MO BOMPOCY KOPPEKLMM NPOTMBOPEB-
MaTWU4YecKkol Tepanuu B PEBMATONOrMYECKOM OTAene-
HUW, VHULMWMPOBABLLEM FEYEHUE WMMYHOLENPECCaH-
TOM u/vnn F'MBI.
B cnyyae mybepkyne3Hol uHgekyuu 6e3 ovaza:

= [WBIN oTMeHUTb;

= [leyeHne MeToTpekcaToM B CTaHAapTHOW [03e Mpo-
OOIKUTB;

= HabnogeHue y ptnsmnaTpa;

= npoBefeHue cneuunduyeckon NpoTMBoTybepKynes-
HOW XMMMOTEPanuu B Te4eHne 3 MecsiLieB;

= pelleHne Bonpoca O Bo3oGHoBNeHun Ttepanuu VBN
NPYHUMAaeTCHA B CMeLManM3MpoBaHHOM peBMaTorno-
rMYeCcKOM CTauWoHape, VHULMMPOBABLUEM Tepanuio,
nocne nposefeHust Kypca cneunduyeckon xmmmore-
panuu n paspeLueHus gtusmnartpa.

BepeHune naumeHTa, nonyvyarwowero MHrMouTopbl

PHO-a
lMeped nposedeHuemM uHGy3uu uHpAUKCUMaba,

uHbekyuel adanumymaba, npu nNpuMeHeHUU 3maHep-

yenma 1 pa3 e 2 Hedenu:

= KOHTPOnb KMMHWYECKOTO aHanu3a KpoBW: MPU CHUXeE-
HUW Yncna NenKouuToB, HEeWTPodUNoB, TPOMOOLMTOB
MHY3U/MHBEKLMIO OTNOXWUTL 4O HOpManusauum no-
KasaTenewu;

= KOHTpOnb Buoxmmuyeckoro aHamms kposw (06wwui Ge-
nok, benkoBble hpakumMn, MOYEBMHA, KpeaTUHUH, 6Gu-
nUpyOuWH, Kanuin, HaTPWUI, MOHW3NPOBAHHBLIN KamnbLWiA,
ANTT, ACT, ITT, wenoyHasa docgartasa); Npu NOBbILLEHWMN
ypoBHst AJT, ACT, GunmpybuHa, kpeaTuHuHa, MOYEBU-
Hbl MHAQY3MIO/MHBEKLMIO OTNOXUTL 4O HOpManusauum
nokasaTenem.
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lMpu pa3zsumuu annepau4eckux peakyul Ha UHQY-
3uu (uHbekyuu) uHaubumopoe ®HO-a;
= MEeCTHbIE MHBEKLMOHHbIE peakuuu: Tepanuio Npoaon-
XUTb N0 KOHTPOSIEM Bpaya-peBmaTtornora;
= CUCTEMHble annepruieckme peakuuu: npenapatbl OT-
MEHWUTb, NePeKNoYNTb Ha BTOpon nHrnbutop PHO-a B
COOTBETCTBUM C NMOKa3aHUAMMU.
lpu nosienneHUU 8 cbiIBOPOMKe Kpo8u aHMUHYKIIe-
apHoeo ¢hakmopa u/unu anmumen k JHK Ha ¢hoHe me-
panuu uHaubumopamu ®HO-a:
© OTMeHUTb UHrnbutop ®HO-a.
Mpu ocmpoti unu o6ocmpeHuu XPoHU4ecKol UHGheKyUU,
= OTMEHWTb NNaHoBOe BBeAeHne nHrmbntopa ®PHO-a;
= BO0300HOBNEHNe Tepanuu nHrmomntopamm ®HO-a He
paHee YeMm Yepes 1 Hefento nocre BbI34OPOBIEHUS;
= pV NPMMEHEHUN MHMKcmaba MakcuManbHas onu-
TeNbHOCTb NepepbiBa Mexay WHdyamamm — 12 He-
fenb. B cnyyae nepepbiBa 6onee 12 Hepenb MHAMUK-
cMMab OTMEHUTL B CBSI3U C BbICOKMM PUCKOM pPasBUTUS
aHaUNakTUYECKOW peakummn, NEpPeKMioYnTb Ha aganu-
MyMmab unu ataHepuenT (MO NOKa3aHWsM).

BeneHve naumMeHTOB B aMOynaTopHo-
NONUKNUHUYECKNX YCITOBUAX

AmBYNaTopHO-NONMKIIMHWYECKAs MOMOLLb OKa3blBa-
€TCs B JETCKOM peBMaTONormyeckom KabuHete.

MNMomoLlb OkasbiBaeT Bpayv-peBMaTosior, COOTBETCTBYIO-
wmn KanudurkaumoHHeIM TpeboBaHMAM K crieuuanuctam
C BbICLUMM MU NOCNEBY30BCKUM MEOULMHCKUM U hapma-
LeBTUYeckMM obpasoBaHueM B cdepe 30paBOOXPaAHEHMS
Mo crneuuanbHOCTM «peBmaTtonorusy 6e3 npegbsBneHNs!
TpeboBaHui k cTaxy pabotel ([Mpukasz MuH3gpaBcoupas-
ButUS Poccumn ot 7 nons 2009 r. Ne 415H ¢ u3ameHeHusmu,
BHECEeHHbIMU Mpuka3om MwuH3gpaecoupa3sutus Poccum
OT 26 gekabps 2011 r. Ne 1644H; MNpukas MuH3gpascou-
passutunsa Poccum ot 23 nonsa 2010 r. Ne 541H).

BepeHue nauueHTa, nony4atowero K u/vnu nmmy-
HOAEenpecCcaHThl

Ocmomp spavom-pesmamornozomM — 1 pa3 B Mecsl,.

KnuHuveckul aHanu3 Kposu (KOHLUEHTpaLus reMormno-
OWHa, YMCcno 3puUTPOLUTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkouutapHas copmyna, CO3) — 1 pa3 B 2 Hegenw.

Knuruyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

Konmponb 6uoxumuyeckux noka3amenel (obwun 6e-
NOK, GenkoBble hpakuun, MOYEBMHA, KpeaTuHUH, bunu-
PYOWH, Kanuii, HaTPUn, NOHU3MPOBAHHBIA Kanbuui, AJlT,
ACT, ITT, wenoyHou ¢ocatassl) — 1 pa3 B 2 Hegenw.

Konmponb ummyHonoeuveckux nokasamenet (CPB; no
nokasaHunsam — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.

OKI— 1 pa3 B 3 Mmecsaua.

Y3U bprowHol nonocmu, cepdua, novek — 1 pa3 B 6
MecsILEB.

lnaHosasi 2ocrnumanu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof O NpoBeAeHUs MOSHOro
obcnegoBaHys U KOpPeEKL N Tepanuu.

BHennaHosas 2ocnumanusayus — B crnyvae obocTpe-
H1A 3aboneBaHus.

IOBEHUNbHbLIA AHKUNO3UPYIOLWUA CMOHOUITOAPTPUT

Anzopumm delicmeull npu usMeHeHuu nabopamop-
HbIX MoKkasameJeu
B cnydae cHuxeHus 4ucria nelkoyumos, apumpouyu-
moea, mpomMbouumos HUXe HOPMbI,
* NMMYHOOENPECCaHTbl OTMEHUTb Ha 5-7 OHen;
= 0Cne KOHTPOMbHOMO aHanu3a KpoBw Yepes 5—7 AHeN:
— Mpy Hopmanusauuun nokasatenen BO30OHOBUTb
npuem npenapara;

— MPWU COXPaHSIIOLLMXCA U3MEHEHUAX — KOHCYyIbTa-
uns peematorora, Npu HeobxoauMocTM rocnuTa-
nusauus.

[pu nosbiWeHUU ypo8HSI MOYEBUHbI, KpeamuHuHa, AJTT,
ACT, ITT, bunupybuHa 8biuie HOPMbI:
= VMMYyHOZEnpeccaHTbl OTMEHUTb Ha 5—7 OHEW;
= [ocre KOHTPOMbHOIMO aHanuaa KpoBu Yepes 5—7 AHeN:
— nNpu HopManuaauuu nokasatenei BO30OHOBUTL
npuem npenapara;
— TPU COXPaHSOLLMXCA U3MEHEHWAX — KOHCYmbTaums
peBmaTosiora, Npy He0BX0AMMOCTH FoCNUTaNMU3aLWS.

BeneHune naumeHTa, nonyyvyaroLero MHrMomMTopbI
PHO-a

Ocmomp epavom-pesmamono2om — 1 pa3 B MecsL.

KnuHu4eckul aHanu3 kposu (KOHLEHTpauus reMorno-
Ou1Ha, YnCcno 3pUTPOLMTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkounTapHas copmyna, CO3) — 1 pa3s B 2 Hegenw.

KoHmponb 6uoxumuyeckux noka3ameseli (MOYEBUHa,
KpeaTuHWH, 6unupy6un, AT, ACT) — 1 pa3 B 2 Hegenu.

KoHmponb ummyHonoeudeckux rnokazamenel (CPB,
P®) — 1 pa3s B 3 mecsua, AH®, aHTuTena Kk gsycrnupans-
Hon [JHK — 1 pa3 B 6 mecsLeB.

OKI — 1 pa3 B 3 mecsua.

Y3U 6prowHoli  nomocmu, cepdua, nodyek — 1 pas B
6 mecsLeB.

lnaHosass eocnumanu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof AN NPoOBEAEHUs! MOSIHOro
obcnenoBaHus U KOPPEKL MU Tepanuu.

BHernnaHoeasi eocriumanu3ayusi — B crnydyae obocTpe-
HWsi BonesHu.

Anzopumm Oelicmeuli npu usMeHeHUU J1abopamopHbIX
rokazamerel, Mosie/IeHUU CUMITMOMOS PecnupamopHoU
UHgbekyuu, nuxopadku, asiepaudecKux peakyusix

lpu cHuxeHuu Yucra nelikoyumos, 3pUMPOYUMO8,
mpomboyumo8 Huxe HOpPMbI.
= [PONyCTUTb NMAHOBbLIN NMPUEM UMMYHOLENPECCaHTOB

N reHHO-MHXeHepHOro BrMonornyeckoro npenapara;
= [0Cne KOHTPOMbHOrO aHanuaa KpoBu Yepes 5—7 AHew:

— Npu HopManuaauuu nokasatenen BO30OHOBUTL

NpYMeHeHne npenaparos;
— TPV COXPAHSIOLLMXCSH UBMEHEHNSIX — KOHCYNbTaums
peBmaTtonora, Npu HeobxoaUMMOCTU rocnuTanuaums. Mpu
M08bIWEHUU YPOBHSI MOYEBUHbI, KpeamuHuHa, AJlT,
ACT, 6unupybuHa ebllie HOPpMbI.
= [PONyCTUTb NMAHOBbLIN NMPUEM UMMYHOLENPECCaHTOB

N FEHHO-MHXeHepHOro Bruonornyeckoro npenapara;
= KOHCynbTauusl B CneunanusnpoBaHHOM peBMaTonoru-

YeCKOM OTAENEHUN, MHULMMPOBABLLEM Tepanuio UHIn-

6utopom ®HO-q;
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= BO300HOBMEHME BBEAEHMS NpenapaToB nocfe Hopma-
nm3aunm BMOXMMMUYECKUX MOKa3aTenemn.
lMpu ocmpol unu 060CMpPeHUU XPOHUYECKOU UHGheK-

yuu:

= MponyCcTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB
n nHrnéutopa ®HO-q;

= BO300HOBMNEHME Tepanuu He paHee Yem yepes 1 He-
Jento nocne BbI34OPOBMEHUS.
lpu pasgumuu annepauvyecKkux peakyul Ha UHbEeKyUU

(uHgby3uu) uHeubumopos ®HO-a:

= MECTHbIE UHBEKLUMOHHBIE peakumun: Tepanuio Npoaon-
XWTb NOA KOHTPOSEM Bpaya-peBmMaTonora;

= CWUCTEMHble anmnepruyeckme peakuuu: npenapar oT-
MEHUTb.

NMOKA3AHUA K TENEMEAULUHCKUM
KOHCYINbTALUAM

1. OueHka nokasaHui Ansg rocnMTanu3auun nauueHTa B
peBMatonoruyeckoe oTaeneHve dgenepanbHoro LieH-
Tpa.

2. KoHcynbTaums TspKenblX NauMeHTOB ANS PeLleHnst BO-
npoca o HeobxoanmocTu 1 Be3onacHoOCTU TpaHcnop-
TUPOBKM 6OMLHOIO B (hefeparnbHbIi LIEHTP.

3. KoHcynbTtaums nauveHToB 6€3 yCTaHOBMEHHOro Ava-
rHO3a C MOAO3PEHMEM Ha apTPUT, aCCOLUMPOBAHHbLIN C
3HTE3MTOM.

4. KoHcynbTaumsa HeTpaHcnoptabenbHblX O0MbHbIX AN
peLLeHns Bonpoca O AUarHOCTUKE U NTEYEHUMN.

5. KoHcynbTauusi gns pelieHust Bonpoca 06 MHMUMauum
Tepanuu TUBI npn HeadheKTMBHOCTM Tepanu NMMY-
HogenpeccaHTaMu B TedyeHne 3 MecsiLeB.

6. KoHcynbTauus Ons pelleHus Bornpoca O nepekrioude-
HUW Ha apyrou UBI npu HeahekTUBHOCTH Tepanum
MBI B TeyeHne 3 mecsiLes.

7. Koppekuusa Tepanuum npu HenepeHoCuMocT npoTu-
BOpeBMaTUYeCKUX NpenapaTos.

8. KoHcynbtaums G0MbHbIX, HyXXAaloWmxcs B nannuaTme-
HOW MEeANLIMHCKOW MOMOLLIN.

MPOPUNAKTUKA

Mepeu4Hasi npoghunakmuka He paspabortaHa, no-

CKOMbKY 3TMOJIOMMS OKOHYaTENbHO HE YCTaHOBMEHA.
Bmopu4Has npocpunakmuka BKIOMaeT KOMMMEKC

MEeponpuATAN, HanpasfieHHbIX Ha NpegoTBpalleHVe pe-

LumavBoB 3ab0neBaHus:

= [JucnaHcepHoe HabnogeHue;

= [nuTenbHOE MpoBeAeHVe NoadepXuBalolWwen Tepa-
nun, paspaboTaHHOW C y4eTOM MHAMBUAYaNbHbIX OCO-
BeHHOCTEN NaumeHTa v BapuaHta 6onesHu;

= MOCTOSIHHbIN KOHTPOMb 6e30nMacHOCTM MPOBOAUMOrO
neyeHns 1 Npmn HeobxoaANMOCTY €ro KOPPEKLUS;

= obecneyveHne OXpaHUTENbHOro pexnma (orpaHunye-
HME NCUXO3MOLMOHASBHBIX U (PU3NYECKNX HAarpysoK,
npu HeobxoanmocTn obyyeHune AeTei Ha AOMy, noce-
LLieH1e LIKOSbI NLWb MPWU MOYYEeHUN CTONKON KITUHW-
ko-nabopaTopHOWN peMUCccun, orpaHNYeHne KOHTakK-
TOB A9 YMEHbLUEHUS pUCKa PasBUTUS MHMEKLMOHHbBIX
3aboneBaHuin);

= MpeaoXpaHeHvie OT MHCONSAUMW (MCMOSb30BaHWe COSIH-
Le3alUMTHbIX KPEMOB, HOLUEHME OeXAbl, MaKCKMarnbHO
3aKpblBatoLLerl KOXY, FoNoBHbIX YOOPOB C NOMsSMM, OTKa3
OT MOE3[0K B PEMVIOHbI C BLICOKMM YPOBHEM MHCOMALIMNY);

= YCKMYeHve npumeHeHuns YOO;

= BBefdeHWe ramma-rnobynuHa OCyLEeCTBNSETCH TONbKO
npu abcontoTHbIX NOKa3aHWAX.

Ucxodbl UMPOIrHO3

MpPOAOMKNTENBHOCTL XU3HW Y NALIMEHTOB C aHKMUMO3U-
PYIOLMM CMOHAMIIOAPTPUTOM KOpOYE, YeM B MOMyNsALum.
MpuynHoi cMepTy B NEPBYIO oYepedb SBMATCS Kapamo-
MNynbMOHanbHble Y HEBPOMOTMYECKMe OCMOXKHEHNS.

®dakTop HebnaronpusaTHoro nporHo3a (ACR, 2011):

= [ecTpyKuMst CyCTaBOB MO AaHHbIM PagMonornyeckoro
obcrneaoBaHns (3p03uK CYCTaBHbIX MOBEPXHOCTEN WK
CY>KEHNe MeXCYCTaBHbIX LLenen).
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IOBEHUNbHbLIA AHKUNO3UPYIOLWUA CMOHOUITOAPTPUT

NMPUNOXEHUE

Kputepun oueHkn 3acpcheKTMBHOCTU NPOTUBOPEBMATUYECKOMN
Tepanuu y naumeHtoB ¢ lOA

SppekmusHocmb mepanuu KOA oueHmBaeTcss Mo
neamaTpuyeckuM Kputepusim AMeEpUKaHCKOW Komnernm
pesmaTtonoros (ACR) — AKPneaw.

Onsa oueHkn apdekta no kputepuam AKPneam wmc-
nonb3ylTCcs creayloLie nokasaTenu:
= YUCINO CYCTaBOB C Npu3HakaMu akTMBHOrO BOCNa-

neHus;
= 4UCIO CYCTaBOB C OrpaHN4eHnem QyHKLuu;

« CO3 wnuM  cbiBOPOTOMHAA  KOHUEHTpauus

C-peakTnBHOro 6ernkaj;
= obLwas oLeHka BpayoM akTMBHOCTU HGonesHu (c noMo-

wbto 100-MM BU3yanbHOM aHanoroBow Lkansl — BALL);
= OLeHKa NauneHToM unum ero poguTenem obiero camo-

yyBCTBUA (C nomoLybio BALL);
= OUeHKa (QDYHKLMOHAMbHOW CMOCOBHOCTU C MOMOLLIbIO
onpocHuka CHAQ.

MNokasatenn AKPnegwm 30, 50 n 70 onpegenstoTcs
KaK ynydileHue, cooTBeTcTBeHHO, Ha 30, 50 unun 70% no
CPaBHEHMWIO C UCXOOHbIM 3Ha4YeHWEM He MeHee, YeM 3 u3
6 nokasatenei nNpy BO3MOXHOM yxyaLleHun Ha 30 % He
6onee yem 1 nokasaTens.

HeathdeKkTnBHOCTE NpenapaTa KOHCTaTUpyeTcs B CIy-
yae otcyTcTBua 30% ynydwenus no kputepuam AKPrneau
B TeyeHne 3 MecsLEeB.

Kpumepuu pemuccuu (C. Wallace et al., 2011):
OTCYTCTBWE CYCTABOB C aKTVBHbIM apTPUTOM;

2. OTCyTCTBME NWXOPaZKW, CbInNu, ceposuTta, CnrieHome-
ranuM unu reHepanuaoBaHHON numdageHonaTum, Tn-
MUYHBIX AN FOBEHWUIBHOTO apTpuUTa;

OTCYTCTBWE aKTUBHOMO YBEUTA;

HopmanbHbIM nokasaTens CO3 u/unu CPE;

5. oTcyTcTBME aKTMBHOCTM 6onesHu no obuuen oLeHke

Bpaya (no BALL);

6. YTPEHHSI CKOBAHHOCTb MeHblue 15 MUHYT.

YUTtobbl KOHCTATMPOBaTb OMCYmcmeue akmusHOCmu
6onesHu (HeakTMBHas a3a bonesHn), NauMeHT AOSMKEH
YOOBNETBOPSTb BCEM NEPEUNCIIEHHBIM KPUTEPUSIM.

Gapmakonioecu4eckas KIUHUYecKasi pemuccusi ycTaHas-
nuBaeTca B crnydvae, ecrnv 6onesHb HaxoguTCs B Heak-
TMBHOM COCTOSIHUM Ha (OHE NEKAPCTBEHHOW Tepanuu B
TeyeHve 6 mec noapsaa.

Hegapmakonoeuyeckas KnuHUYecKass pemuccuss ycTa-
HaBnuBaeTcs B cnyvae, ecnv 6onesHb HaxoauTcs B He-
aKTMBHOM COCTOSIHUW B TeveHune 12 mecsues nogpsg 6es
NPOTMBOPEBMATUYECKMX NpenapaTos.

MNokasaTenb «[1pOAOMKUTENBHOCTE pPemMuccum» Bbipa-
XaeTcs B Mecslax, MPOLWeAWMX C MOMEHTa HacTynneHus
HeaKTMBHOW (ha3bl 6onesHu.

=

P w
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METOOONOINMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue MeToAOB, UCMONb30BaHHbIX AN OLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow ©a3on ans pekomeHgauuni SBNSOTCA
nybnukauum, Bowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe AN OLLEHKU KayecTBa
M CUNnbl AOKa3aTenbLCTB
= KoHCeHCyC 3KCnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTogbl, ucnonb3oBaHHble AJISl aHanNU3a AoKasa-
TenbCTB
= (O630pbl 0Ny6NMKOBAHHBIX METAaHaNM30B.
< Cuctematnyeckne o0630pbl ¢ Tabnumuamu gokasa-
TENbCTB.

OnucaHve mMeToAOB, UCMOMb30BaHHLIX AN aHanu-
3a oKasaTenbcTB

Mpn oTbope nybnumkaunin Kak nNoTeHUManbHbIX UC-
TOYHMKOB [0Ka3aTenbCTB MCMONb30BaHHAA B KaXOoM
1ccnegoBaHWM MeTodosIorMs M3yvaeTcs ANns Toro, YTo-
Obl ybeanTbcs B ee BanuaHOCTW. Pesynbrat naydeHus
BNUSET HA YpPOBEHb A0Ka3aTeNnbCTB, MpUCBaMBaeMbli
ny6nmkaumm, 4TO B CBOK OYepeab BIMSET Ha CUIy peko-
MeHOauumn.

Ons MMHUMKU3auMKM NoTeHUManbHbIX OWMOOK Kax-
[0€e uccnegoBaHve OLEeHNBanNoCb He3aBncumo. Jlobble
pasnuuua B oueHkax obcyXaanucb BCen rpynnomu
aBTOpPOB B MONMHOM cocTaBse. [1py HEBO3MOXHOCTH [0-
CTUXXEHUSI KOHCEHCyca NpuBreKancs He3aBUCUMbIi
aKcnepr.

Tabnuubl OoKa3aTenbCTB. 3amnonHANMCL aBTOpaMu
KMUHWUYECKUX peKoMeHaaLNNA.

MeToakbl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomMmeHaaumnmn
= KoHceHcyc aKkcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)

PekomeHgyemas gobpokayecTBeHHas npaktuka 6asu-
pyeTcs Ha KIIMHUYECKOM OnblTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunmn.

JKoHOMMYECKUI aHanus3
AHanus CTOMMOCTM He NPOBOAMUNCS, U Nybnukaummn no
hapMako3KOHOMIMKE He aHanM3MpoBasUCh.

MeTtop Banuausaumm pekoMmeHpaLmm
= BHelUHss akcnepTHas oueHka.
= BHyTpeHHsA aKcnepTHas OLeHKa.

OnucaHue MeToAa BanvMamM3auum pekomMmeHaauum

HacTtosiwme pekomeHgauum B npeaBapuTenbHON
Bepcun ObinNn peLeH3npoBaHbl HE3aBUCUMbIMU JKC-
nepTtamu, KOTOpbIX MPEeXAe BCEro MpoCurnv npoKoMm-
MEHTMPOBATb, HACKOMNbKO AOCTYMNHa ANA NOHUMaHWS
WMHTepnpeTauns gokasaTenscTB, fnexauias B OCHOBE
pekoMeHaauunn.

OT Bpayen NnepBUYHOTO 3BEHA (JETCKMX peBMaTono-
roB) MOslydeHbl KOMMEHTapUM B OTHOLUEHWUW OOXOA4N-
BOCTM U3NOXEHUSA OaHHbIX peKOMeHZauUuA, a Takke KX
OLEeHKa Ba)XHOCTMW MpeanaraeMbix pekoMeHAaunmn Kak
MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKN.

Bce KoMMeHTapuu, MosyyYeHHble OT 3KCMepToB, TLUa-
TeNIbHO CMCTEMaTM3MpOBanNMCb WM obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaummn). Kaxgpin
NyHKT 06Cyxaancs B OT4eNbHOCTY.

KoHcynbTaums 1 akcnepTHas oLeHKa

MpoekT pekomeHgauun Gbin peLeH3MpoBaH He3aBu-
CMMbIMM 3KCNepTamu, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATb [0XOAYMBOCTb M TOYHOCTb MHTEP-
npetauum [okasatenbHoW 6asbl, nexalen B OCHOBE pe-
KoMeHgauun.

Pabouas rpynna

[nsi okoHYaTenbHOW pefakunm U KOHTPOns kade-
CTBa pekoMeHZaumMu Bbinu NOBTOPHO MpoaHanuanpo-
BaHbl YneHamu paboyeit rpynnel, KOTOpPblE MPULLK
K 3aKIYEHU0, YTO BCE 3aMeYaHUsi U KOMMEHTapum
3KCMEPTOB NPUHATLI BO BHAMaHWE, PUCK cucTemMaTmye-
CKMX OLWMBOK Npu paspaboTke pekoMeHaaUWUn cBeaeH
K MUHUMYMY.

OcHOBHble pekoMeHAauun

Cwuna pekomeHgauui (1-2) Ha OCHOBaHWKU COOT-
BETCTBYKOLWMX ypoBHeN pokasatenbctB (A—-C)un GPPs
(Tabn. 1) npuBOOATCS NPU UIINOXEHUMN TEKCTA PEKO-
MeHaaLun.
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Ta6nuua 1. Cxema Anst OLLEHKM YPOBHSA pEKOMEHOaLNN

CrteneHb
[OCTOBEPHOCTH

CooTHOLUEeHune
pucka u

MeToaonornyeckoe Ka4ecTBo

nMerLnxcqa goKasaTesnibCTB

pekomMeHaauun

1A

CunbHas peKomMeHAaa-
unda, oCHOBaHHaA Ha
AoKa3aTtesibCTBax Bbl-
COKOro Ka4yecTtBa

npeuMyLLecTB

Monb3a OT4YeTNMBO
npeesanupyet  Hag
puckamn 1 3aTpara-
mMu, 6o HaobopoT

HapexHble HenpoTMBOpeunBLIe [OOKa-

3aTenbCTBa, OCHOBaHHbIE HAa XOPOLLUO
BbIMOMHEHHbIX PaHAOMMU3NPOBAHHBLIX
KnuHu4ecknx uccneposanusx  (PKW),
UM HEOMpPOBEPXMMbIE [OKa3aTenb-
CTBa, MPEACTaBNIEHHbIE B Kakon-nnbo
apyron coopwme.

JanbHenwwve wvccnegoBaHus Bpsig N
M3MEHSIT Hallly YBEPEHHOCTb B OLIEHKE
COOTHOLLUEHUS NOMb3bl N pUCKa

MosicHeHus
Nno NPMMEeHEHUNI0
peKkomMeHaaLumn
CunbHaa  pekomeHaa-
uua, KoTopasd MOXeT
MCNonb30BaTbCA B

GONbLUMHCTBE Chy4Yaes
y TNpenMyLLEeCTBEHHOTO
KonuyectBa MaLMEHTOB
0e3 kakux-nmbo name-
HEHWI N UCKITIOYEHWNI

1B

CunbHas PEeKOMEeH-
Aauusa, oCcHoOBaHHasA
Ha AoKa3aTenbCTBax
YMepeHHOro Kka4ectea

Monb3a OT4YETNMBO
npeesanvpyet  Hag
puckamm 1 3artpara-
mu, nubo HaobopoT

[okasaTenbCTBa, OCHOBaHHblE Ha
pesynbtatax PKW, BbIMOMHEHHbIX C
HEKOTOPbLIMW  OrpaHUYeHusIMK (Npo-
TMBOpEYMBbIE pe3ynbTaTthl, MeTo4o-
normyeckue OLLIMOKM, KOCBEHHbIE WK
cnyyariHble 1 T.0.), nnbo Apyrux BECKUX
OCHOBaHusIX. JanbHenwme vuccnegosa-
HWUS1 (eCnNM OHW MPOBOASATCSH), BEpPOAT-
HO, OKaXyT BRNSIHWE Ha Hally yBepeH-
HOCTb B OLIEHKE COOTHOLLEHUS MOSb3bI
1 prcKa U MOTYT U3MEHUTL ee

CunbHass  pekomeHaa-
Lu1a, NnpMMeHeHne KoTo-
poW BO3MOXHO B 605b-
LLIMHCTBE Cly4YaeB

1C CunbHasn
peKkomMeHaauums,
OCHOBaHHas Ha
[oKasaTenbcTBax
HU3KOro KayecTBa

Monb3a, BeposTHO,
Oyoer  nmpesanupo-
BaTb Hag BO3MOX-
HbIMW  pUCKaMn "
3aTpatamu, nmMbo Ha-
obopot

[okasaTtenbCTBa, OCHOBaHHbIE Ha 0bcep-
BaLIMOHHbIX MccrneaoBaHusx, beccuctem-
HOM KITMHWYECKOM OnblITe, pesynbrartax
PKW, BbINOMHEHHLIX C CYyLLECTBEHHLIMU
HepocTaTtkamu. Jllobas oueHka addekTa
pacLeHVBaeTCs Kak HeonpeaeneHHasa

OTHOCUTENBHO CcunbHas
pekoMeHAaums, KoTo-
pasi MOXeT BbITb n3me-
HeHa npu nonyyYeHnx
JokasatensctB 6onee
BbICOKOIO Ka4yecTBa

2A PekomeHpauus
HU3KOW CUNbl,
OCHOBaHHas Ha
AoKasaTenbcTBax
BbICOKOI0O KayecTBa

Monb3a conocrtaeu-
Ma C BO3MOXHbIMU
pUcCkamMmn mn 3atparta-
MU

HagexHble fokasaTtenbCcTBa, OCHOBAH-
Hble Ha XOpPOLUO BbINONHEHHbIX PKU
UNN NOATBEPXKAEHHbIE APYTUMN He-
ONPOBEPXKUMbBIMU OAHHBIMU.
JanbHenwuve nccnenoBaHus Bpsg nv
U3MEHST HaLly YBEPEHHOCTb B OLIEHKE
COOTHOLLEHWS NOMb3bl U pUcKa

Cnabas pekomeHzauus.
Bbibop Haunyuwen Tak-
TUKM byaeT 3aBuceTb OT
KIMHWYECKOW CcuTyaumn

(obcTosiTENbCTB), Nauu-
€HTa WnM coumanbHbIX
npeanoyTeHnin

2B Cnabas
pekoMeHaaums,
OCHOBaHHas Ha
AoKasaTenbcTBax
YMepeHHOro KayecTBa

MNonb3a corocTta-
BUMa C puckamun u
OCJIOXKHEHUSIMU, Of-
HaKo B 3TOWN OLlEeHKe
eCTb HeonpeaeneH-
HOCTb

[lokasaTenbcTBa, OCHOBaHHble Ha
pesynbratax PKW, BbIMOMHEHHbIX C
CyLLLeCTBEHHbIMU OorpaHnyeHnsMm
(npoTBOpEUMBbLIE pe3ynbTaThl, METO-
gonornyeckne aedekTbl, KOCBEHHbIE
UIn CcryvyanHble), UK CUnbHble OoKa-
3aTenbCTBa, NPefCTaBMNeHHbIE B KaKon-
nnbo apyro dopme.

HanbHelwne uvccnegoBaHns (ecnm
OHW MPOBOASATCH), CKOpee BCero, oka-
XyT BNMSHWE Ha Hally YBEPEHHOCTb B
OLIEHKE COOTHOLLEHUS MOSb3bl U pUCKa
N MOTYT U3MEHMUTb e€

Cnabas pekomeHgaums.
AJ'IbTepHaTVIBHaﬂ TaKTKn-
Ka B onpefeneHHbIX cu-
Tyauusix MOXET SIBUTbCS
AN HEKOTOPbIX NauueH-
TOB JTyuLWMM BbIGOPOM

2C Cnabas
pekoMeHaauums,
OCHOBaHHas Ha
[oKasaTenbCcTBax
HU3KOro KayecTBa

HeoagHO3HaA4YHOC Tb
B OLEHKE COOTHO-
LeHMs1 Nonb3bl, pu-
CKOB U OCIOXHEHWUI;
nosb3a MoXxeT ObITb
cornocTtaBMma C BO3-
MOXHbIMW  prUCKamu
1 OCNOXHEHUSIMU

[lokasaTenbcTBa, OCHOBaHHbIE Ha 006-
CepBaLUVNOHHBIX UccnefoBaHusx, bec-
CMUCTEMHOM KITMHWUYECKOM OMbITe UMK
PKW ¢ cyliecTBeHHbIMKM HegocTaTkaMu.
Jlobas oueHka addekTa pacueHnBaeT-
Cs Kak HeonpeneneHHas

OuyeHb cnabas peko-
MeHpaunsa, anbTepHa-
TUBHbIE NOAXOAbl MOTYT
ObITb MCMNONb30BaHbI B
paBHOW CTENEHMN
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OMPEOENEHWE

PeakTuBHbIN apTpUT — 3TO acenTuveckoe Bocnane-
HWe CyCcTaBOB, Pa3BMBAKOLLEECs B OTBET HA BHECYCTaBHYHO
KMLLIEYHYIO U YPOreHUTanbHy0 MHAEKLMIO0, YacTo accoum-
mposaHHoe c HLA-B27.

Koa no MKB-10
MO2 PeakTuBHbIE apTpPONATUW.

ANMAEMUONOrunA

PeakTusHbii apTput (PeA) passnsaetca y 5-10% Aae-
TEW, NepeHecLunx nepcnHnos, y 20% — nepeHeclunx
Aunapeto, Bbi3BaHHyo Salmonella typhimurium. Yawe 60-
NerT Manbymku B Bo3pacte 8-12 net. PeakTUBHbIN apTpwT,
acCcoLMMPOBaHHBIA C KULIEYHBIMU MHDEKUMUAMU, pasBu-
BaeTca B N060M BO3pacTe, a CBA3AHHbIA C XaMUANAHOM
MHEeKLMen — B NOJPOCTKOBOM Y CEKCyarnbHO aKTUBHbIX
NOAPOCTKOB.

ATNONOINMA N NATONEHE3

dtnmonornyeckue akTtopbl PeA npeactaBneHsl B
Tabn. 2.

PeakTuBHbI apTpUT NpeuMyLLeCTBEHHO pasBuBaeT-
cs y Hocuteneir HLA-B27. C HLA-B28 accouuvpoBaHbl
yacToTa U BbIPaXEHHOCTb CycTaBHOM 6onu npu PeA,
COMPSXXEHHOM C KuwevHbiMu nHdekuunamm (Yersinia,
Salmonella, Shigella). Ponb HLA-B27 B natoreHese PeA
00 KOHUa He u3ydyeHa. [TokasaHoO cxoAcTBO Nocneao-
BaTeNbHOCTEN aMuHokucnoT ©Oaktepuii u HLA-B27. Co-
rnacHo apTpUMTOreHHONW MenTUAHOW rmMnoTese, Monekyna
HLA-B27 cBasbiBaeT HakTepuanbHblii U COBCTBEHHbI
@HTUIeHHbIN NenTua, KOTopblA 3aTeM Npe3eHTUpyeTcs
uutoTokemyeckum (CD8+) T numdcpountam. Bsanmoaen-
cteue (CD8+) T numdoumntoB € HakTepmanbHbIMU ANUTO-
namu NpuBOAMT K BOCNANEHNIO 1 NMOBPEXOEHNIO TKAHEN.
CormacHo rvnoTese HapylieHusi obpa3oBaHMs BTOPUY-
HOW W TPETUYHOW CTPYKTYpbl 6enka, B aHZonnasma-

Tabnuua 2. Bo3byautenu apTputoreHHbIX MHAEKLUIA

TUYECKOM PETUKYIyMe HaKannuBalTCs TsXenble Lenu
HLA-B27. 310 NnpuBOAMT K aKTMBaLMMK SAepHOro daktopa
kB 1 cuHTe3y npoBocnanuTenbHbIX LUTOKUHOB. Te Xe
npoLeccel OTBEYaloT 3a OTNoXeHne B2-mukpornobynuHa
B CMHOBManbHON 0B0NOYKe 1, BO3MOXHO, B APYrMX TKa-
HSX, YTO NPUBOAUT K BOCMNANEHMIO.

Onsa PeA, accouuvpoBaHHoro ¢ HLA-B27, xapaktep-
HO ONMTeNnbHOE NepcUCTMpOBaHME OGakTepui B KreTKe.
YacToTa BbisBneHns HLA-B27 npu PeA BapbupyeT. Mpu
PeA, cBfi3aHHOM C XNaMUAUAHOW MHGEKUMEN, a TakKe
npu HeTsxenblx ¢opmax 3abonesaHuin, OBYCNOBMAEHHbIX
Yersinia u Campylobacter, yactota Hocutensctea HLA-B27
COOTBETCTBYET NOMNYMALMOHHOMY 3HAYeHuto, Npu Apyrux
BapuaHTax PeA coctaBnset 60%.

ApTputoreHHas uHdekumns (Yersinia, Salmonella,
Shigella) nopaxaeT cnuaucTyld 060MOYKY KALLEYHMKA U
pennuuupyeTcs B MNOMUMOMHOAAEPHbIX nerkoumTax un
makpogarax. Y geten ¢ PeA B kneTkax CMHOBMANbHON
XMOKOCTU 1 GronTatax CMHOBMAnNbHOW 0BONOYKM onpe-
LEensTCs KOMNOHEHTbI apTPUTOrEHHbIX GakTepuin (nImno-
nonucaxapagbl, AHK n PHK).

KNACCUPUKALINA

PeakTuBHbIV apTpuT:
= YPOreHWUTanbHbI;
= MOCTIHTEPOKONMUTUHECKMIA.

KITMHUYECKAA KAPTUHA

ApTpuT, KaK npaBuno, passueaeTcs Yepes 1-4 Hegenn
rnocrne nepeHeceHHon NHMEKLnn.

Mpn kuweyHon wHGekuuun, BbiaBaHHOM Shigella,
OCTpbIV nepuod (nuxopajka ¢ BOASHUCTOW Anapeen
unn 6e3 Hee, cxBaTkoobpasHble GoNM B XKMBOTE) ANUT-
ca 48-72 4. ApTpuT passuBaetca yvepes 7—21 aeHb. OH
XapaKkTepuayeTcsi OCTPbIM Ha4anoM, NposiBNsSeTca HeMU-
TPVPYHOLLMM ONMIOapTPUTOM C MOPaXKEHUEM KOSIEHHbIX
N TONEHOCTOMHbIX CYCTaBOB NPOAOIMKUTENBHOCTBIO OT
HeCcKOnbKuX Hegenb 00 3—4 mecaues. [Ona NnOCTaHOBKU

JKenydoyHo-KuweyHbIl mpakm

Yersinia

Salmonella

Shigella
Campylobacter jejuni

YpozeHumanbHsil mpakm

Chlamydia trachomatis
Ureaplasma urealyticum
Mycoplasma genitalium
Neisseria gonorrhoeae

Clostridium difficile
Campylobacter lari
Chlamydia psittaci
Chlamydia pneumoniae
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PEAKTUBHbIA APTPUT

auarHo3a PeA Heobxoaumbl OaHHble, NMOATBEpXAatoLive
MEePEHECEHHYI0 MH(EKLMIO: BbISIBNIEHWE arfMOTUHNHOB K
Shigella flexneri cepotunos 2 unu 2a n/unu Bo3byautens
B chekanumsx.

Mocne KnweyHon uHdekumn, BeidBaHHOM S. typhimuri-
um unu Salmonella enteritidis, yepe3 1-3 Hegenu pas-
BMBAETCS OCTPbIN ONMroapTpuUT C MOPaKeHWeM KOMeH-
HbIX WU TONEHOCTOMHbIX CYCTaBOB, COMPOBOXAAKLWUNCS
cybgebpunbHon Temnepatypon. bakTepuonorumveckoe
nccnefoBanve ekanuin BoigBNSET Bo3byguTens gaxe Ha
no3aHMX cTagusx 6onesHu; cepokoHBepcus Habnogaercs
y 50% naumeHToB.

KuweuyHas uvHekumna, BbidBaHHada  Yersinia
enterocolitica, y AeTeln paHHero Bo3pacTa 00blMHO MpoTe-
KaeT B (hopMe racTposHTepuTa; y aeTen crapwe 5netr — B
nceBaoanneHaNKynspHon opmMe (CMHAPOM MpaBon noA-
B3AOLWWHOM obnacTu). Y 1/3 6oMbHbIX apTpUT MOXET ANUTb-
cs o7 3 go 22 mecsues (B cpegHem 6,5 mecaues). HLA-B27
BbIsIBNSeTCA y 85% 3aboneBLunx.

YporeHutanbHas WHdekuus, BbiaBaHHasa Chlamydia
trachomatis, kak npaBuno, NpoTekaeT 6eccMMNTOMHO,
HO MOXET COMPOBOXAATbCS OM3YpUEN, YacTbiM MoYe-
ncnyckaHveM, BblOeNneHusMU M3 ypeTpbl Wunu Bnara-
nuwa. B pegkmx cnyvasx PeA passusaetca nocne nepe-
HECEHHOW pecnupaTopHOn nHGEeKUmMn, 0byCcrnoBneHHON
C. pneumoniae.

MopaxeHue cycTaBoB

BapwuaHnTbl gebiota:
= OCTpbI apTpUT C BbIpaxeHHOW 60Mblo, B psge clyyaes

C rMnepemMmnen Koxu Hag, nopaxeHHbIM1 cyctaBamu,
© apTPWUT C HE3HAYUTENbHOW WITM YMEPEHHO BbIPaXKeH-

HOW BOMbl0 N OTEKOM CYCTaBOB B TEYEHWNE HECKOTBbKMX

Heaerb;
= M30NMPOBaHHbIA 3HTE3UT UMW B COMETaHWU C apTpu-

TOM, TEHOCMHOBWUTOM WAV apTpanrum € NOCNeayoLmum

pasBuTUEM apTpuTa.

NopaxaloTcsl, Kak npaBuno, KONIeHHbIE N roNeHoCTor-
Hble CycTaBbl, pexe — meTaTap3odanaHroBble, NPOKCK-
MarnbHble W uCTanbHble MexdanaHroBble CycTaBbl CTOM.
B nmpouecc BoBnekatoTcs 2 unu 3 cyctaBa OOHOrO Un
Oonee nanbLeB, pa3BMBAKOTCA TEHOCWHOBUT W BypcuT. Y
NauMeHTOB, MEPEHECLUNX WEPCUHMO3 UIN CanbMOHEeNnes,
MOTyT nopaxaTtbCs Merlkue CycTaBbl KUCTEW pPyK. B nepu-
hepuyecknx cycTaBax BblpaXeHbl 3KCCYAATUBHbIE MPOSIB-
neHus; nponudepaTBHbLIA CUHOBWUT HabnopaeTcs peako.
MoryT pa3BuTbCS BOCManuTeNbHble SBMEHWS B CyCTaBax
OCEeBOro ckernetamu conpoBoxaatbCs 60Mbio B ChvHe,
KPecTLOBO-NOAB3OOWHbBIX  COYNEHEHUSX, CKOBaHHOCTbIO
N HapyLWweHnem (QyHKLMMW B WEHHOM N MOSCHUYHOM OTAe-
nax Mo3BOHOYHMKA.

BHecycTaBHbIe NPOSABNEHUSA

Y Hocutenen HLA-B27 passuBatotcs MPUOOLMKIUT U
Knaccuyeckasi Tpvaga CUMMNTOMOB — apTPWT, KOHDBIOH-
KTMBMUT, ypeTpuT. B ocTtpom nepuoge PeA Habniopatotes
nuxopagka, CHIDKEHWe Macchl Tena, cnabocTb, MbllLeYHas
cnabocTb, KOTOpblE MOTYT COYeTaTbCsi C MonuapTpanruen,

MUanrmen u yTpeHHen CKOBaHHOCTbLIO B NOPaXKEHHbIX
cycTaBax.

MopaxeHuss cnu3ucmbix 0607104€K U KOXU COYe-
TalTCA C apTPUTOM M Pa3BMUBAKOTCS B OCTPOM Mepuoae
6onesHun. lMNopaxeHne CcnM3UCTbIX OOOMOYEK NPOSBNSET-
cs1 6e3bonesHeHHbIMM BeCCMMNTOMHBIMK  HETNYyBOKMMU
s13BaMn Ha CnmnancTon obonoyke nomnocTu pra; B psiae
cny4aeB — adTO3HbIM CTOMATUTOM. YpPeTpuT, LiepBuuunT
pasBMBalOTCA PELKO, NMPEUMYLLECTBEHHO Y CeKcyanbHO
aKTWBHbIX MOAPOCTKOB C PeA xnamMuaunHON 3TUOMOruK.
MopaxeHne yporeHUTanbHOro TpakTa HeTsXKenoe, y AeBo-
Yyek npoTekaeT 6ecCMMMNTOMHO, BbISIBNSETCS MO HaNMYnio
cTepunbHOW Nuypun. [napesa Bo3HMKAET B peaynbraTe
MHPEKUMN, HO MOXET OblTb NPOSIBNEHMEM reHepanm3o-
BaAHHOrO MyKO3M1Ta.

lMopaxeHue Ko)Xu NMposIBNSeTCA Yy3noBaTon apute-
MOW (Yalie Mpu nepcuHnosHom PeA), 6anaHonocTutom,
kepatogepmuenn c/6e3 KOHBIOHKTUBUTA UMW ypeTpuTa.
Kepatogepmus npu PeA KNMHWUYECKU U TUCTONOTMYECKN
CX0oXa C MCopuasoMm.

lMopaxeHue ena3. Y 2/3 6onbHbix B AebioTe 3abone-
BaHMWS pa3BMBaETCs KOHBIOHKTUBUT. [py MEPCUHNO3HOM
PeA OH MOXET OblTb FHOMHbIM, TEYEHNE — TSXKENOE.
Takke pasBuBalOTCH OCTPbIN NPUAOLMKINT U NEepeaHun
yBeut. [1ng oCTpOro MpmaouuknuTa xapakTepHbl OCTpoe
TEeYeHue, HanMyne KNeTok B nepegHeln Kamepe rnasa,
Merkue npeuunuTaTbl B POroBuue, KNETKU B CTEKIOBUA-
HOM Tene, UOPVMHO3HBIN 3KCCyAaT, 3agQHUE CUHEXMK, OTEK
xentoro natHa. OCTpbI MPUOOLMKIUT MOXET OblTb O4HO-
1 OBYCTOPOHHUM. OCTpbIii NepefHuii yBeuT valle Habno-
faetcs npu PeA, accouumnpoBaHHoM ¢ S. typhimurium.,

TEYEHME

Y 6onbwuHcTBa AeTen ¢ PeA, accouumpoBaHHbIM  C
Yersinia n Campylobacter, Habntogaetcs 1 ann3on MOHO-
apTpuTa unu onuroaptputa. [Ona PeA, obycnoBneHHoro
OPYrMMU MUKpPOOpPraHu3amMamm, xapaktepHo peLuavBupy-
foLLlee TeYEeHNe onMroapTpuTa WU passuTMe NonuapTpu-
Ta N QHTE3UTOB.

OCNOXHEHUA

CrubaTenbHble KOHTPaKTypbl B CycTaBax.

JlokanbHoe HapyLleHue pocrTa.

CHWXeHne oCTPOTbl 3pEHNST U pasBUTUE CIENOThI
BCIeACTBME aKTUBHOMO TEYEHUS YBEUTa.

AUWATHOCTUKA

JTaGopaTopHbie uccnegoBaHus

KnuHuveckull aHanu3 Kpoeu. B paHHeN BOCNanuTenb-
HOW (pasze — HeBOMbLLIOE CHMXEHNE YPOBHSA reMornobuHa,
rematokpuTa, YyMepPEHHbIV NENKOLMUTO3 U HENTPOGMnes,
TpombounTos, noBbilweHne COJ. Y NaunMeHTOB C TSHXKENMbIM
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TeyeHneMm PeA (C NonMapTpuToM, MOMUIHTE3UTOM, JINXO-
pagkoun, noTepen maccobl Tena, cnabocTbld, MYKO3UTOM
UNn epMaTUTOM) — BblpaXkeHHasi TMMNOXPOMHas aHeEMUS
(80-100 r/n), TpomboLMTO3 (> 400 % 10%1), 3HaUMTENBHOE
nosbiweHne COJ.

Buoxumuyeckue u umMmyHosno2u4yeckue uccredoea-
HuSs Kpoeu: noBbllleHne coaepxanna CPB; PO, AH® —
oTpuUaTeNbHbIE; BbICOKME TUTPbI @aHTUTEN KraccoB IgA,
IgM K BO3GyAUTENSIM apTPUTOTeHHbIX MHAeKUuA. [Ons gna-
FHOCTMKM MHeKUui, BbidBaHHbIX Salmonella unu Yersinia,
LenecoobpasHo NpoBeAdeHne TeCTOB, OCHOBAHHbLIX Ha
remMarrnoTUHaLnn.

Mukpobuonozuyeckue uccsiedo8aHus: BblsIBNEHNE
BO30yaMTENEN apTPUTOrEeHHbIX MHAEKUMIA B dekanusix,
cockobax Co CNM3NCTbIX 060oYeK, B MOYe, KPOBU U CUHO-
BUasbHOW XNOKOCTW.

MonekynsipHo-eeHemuyeckoe ucciedosaHue. onpe-
peneHne HLA-B27.

WHcTpyMeHTanbHble UccnenoBaHuA

Y3U cycmaeoe: yTonLieHne CUHOBMaNbHON ODOMOYKM
N CBA3OK, HAKOMSIEHNE CMHOBUANIbHOW XWUAKOCTW B MOMO-
CTV CyCTaBa 1 B CyCTaBHOMN CYMKe.

PenmeeHoepadhus. Ha paHHMX CTagusx BbISBNSIOTCS
Hecneunguyecknii OTeK MSATKUX TKaHew, SKCTpaapTUKy-
NspHas OCTEONEHNs, pexe — HesHaunTenbHas nepuo-
CTanbHasi HEPOBHOCTb B 0BMacTW NPUKPenneHns CBA30K
K kocTam. [Mpu TAxenoMm cuHoBUTe — CyBXOHApanbHble
KUCTbI, 9p03nn B TasobedpeHHbIX, MPOKCMMAarbHbIX 1

AuCTanbHbIX MexdanaHroBblX CycTaBax KUCTEW U CTOM,
pexe — B Nly4e3anscTHbIX CyCcTaBax.

MPT. BuigBnswTtcs BoOCnanuTemnbHbIA OTEK KOCTU WU
CMHOBMArnbHON MemOpaHbl; OCTEONEHNS B KOCTSX CTOMbI;
3pO3UM U BbIpaXeHHas nponudepaumns koctm — dop-
MMpPOBaHME «WNop» B 00MacTV NPUKPENIIEHNS CBSA30K
K KOCTAM [Byrop NATOYHOW KOCTW, NafbeBuaHas KOCTb,
OonbLuon BepTen 6eapeHHoN kocTh (trochanter major),
cefjanuHas KoCTb]; OCTpble U XPOHUYECKMe Bocnanu-
TenbHble U3MEHEHUS] B KPECTLOBO-MOAB3AOLWHbIX COYsle-
HEeHUAX.

KPUTEPUU OUATHOCTUKU

[o HacTosiwero BpeMeHu obLenpuHATbIE KpUTEpUN,
no3BOMsLME YCTaHOBUTb AnarHo3 PeA, He paspabo-
TaHbl. B 1abn. 3. npeactaeneHbl 0606LleHHbIE KpUTEPUN
avarHoctvkn PeA, ocHoBaHHble Ha pekomeHgaumsx ACR
n BepnunHcknx kputepumsx (1999).

AupgpeperyuanbHbili duacHo3 HeobX0OMMO MpPOBO-
OAUTb CO CrieayoLwymMm 3a6oneBaHUsMU:
BUPYCHbIV apTpuT;
MOCTCTPENTOKOKKOBbBIN apTPUT;
CenTU4ECKU apTpuT;
TyGepkynes;
FOHOKOKKOBasi apTponaTus;
6onesHb Jlanma;

Tabnuua 3. [lnarHoctudeckne kputepun peaktnsHoro aptputa [ro C. Selmi, M.E. Gershwin, 2014]

Kputepum XapakTepucTuka

= aCYMMETPUYHBIN;
= MOHO- UNW ONUroapTPWT;

OcCHOBHbIe
Kputepun

1. ApTpuT, umetoLLmMn 2 3 3 crneayroLmx NpU3HaKkoB:

= [opaxeHne CyCTaBOB HMXHUX KOHEYHOCTEN.
2. MNpepluecTeyowas nHdekums, conposoxgaemas 113 2 nepeyncrieHHbIX MpU3HaKoBs:
= 3JHTEpUT (OnpedensieTcs Kak anv3o4 Auapev NpoAoIKMTENbHOCTEI0 He MeHee 1 OHS,
pa3sBUBLLMIACS B CPOKM OT 3 AiHew A0 6 Hefenb 40 HavYana apTpuTa);
= ypeTpuT (onpegenseTcs Kak anu3od AM3ypuu UMY BblAENEeHUn U3 ypeTpbl unu Bna-
ranuiia npofosNKUTENbHOCTLI0 He MeHee 1 [HS, pa3BuBLUMIACA B CPOKWM OT 3 AHen Ao
6 Hegenb 4O Havana apTpuTa)

[ononHuTenbHble
Kputepun -

nuwa) Ha C.trachomatis;

LeYyHble I/IH(beKLI,I/II/I.

Mo MeHbLLEen mepe 0aMH U3 NEPEYNCTIEHHbIX:
1. laHHble nabopaTopHbIX UCCMEfOBaHWA NMPM3HAKOB, MOATBEPXAANWMNe NHAPEKLNIO:

< MonoXuTenbHasl MUrasHas peakums Moum Unmn cockob 13 ypeTpbl/lenkn maTku (Brara-
nonoXxuTenibHoe GakTepuonornyeckoe MccrenoBaHue hekanuii Ha apTPUTOrEHHbIE KU-

2. [laHHble, noATBEPXAAOLWME HANMYMEe UHGEKLMN B CUHOBMAasIbHON 060oYke
(vmmyHorucTonornyeckoe ncenegosanune unu MNLP Ha Chlamydia)

D,OCTOBeprIVI auarHo3 PeA moxHo YCTaHOBUTb NpPn Hann4unun 060MX OCHOBHbIX KputepueB u
noaTBepXxaarLwero ero AonoJfIHUTENIbHOro Kputepusa

OuarHo3s BeposTHoro PeA ycTaHaBnuBaeTcsi npy Hanu4mu o6omx GonbLWNX M OTCYTCTBUM
noaTBEpPXAaloWero ero AOMOSIHUTENLHOrO KPUTEPUS UK NPU HANUYUKU OZHOTO GONbLIOro M OQHOIO UMK
Goree AONONHUTENBHLIX KPUTEPUEB

NpeHTudmkauma TpurrepHor nHdekumnmn Heobxopgmma
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HOBEHWMbHbIA MANONATUYECKUA apTPUT;

apTponaTun, accoLMMpOBaHHbIE C BOCMANMUTESIbHbIMM
3abonesaHusMu kuwevruka (B3K);
SAPHO-cnHgpowm;

6onesHb KaBacaku;

6onu pocTa;

6onesHb lNepTeca;

6onesHb Ocryga—LUnatTepa;

navonartuyeckne Gonesble CUHAPOMbI (ubpomuan-
rvsi, pedpniekTopHas cumnaTudeckas guctpodus).

NMPUMEPbI OUATHO30B

< [lpumep Ne 1. [TOCTAN3EHTEPUIHBIA pPEaKTUBHbLIA ap-
TPUT NPaBOro KOMEeHHOro cycTaga.

= [lpumep Neo 2. PeakTuBHbIi apTPWUT NEBOrO rOMEHO-
CTOMHOrO CyCTaBa, OAKTMUIIUT OQHOrO MarnbLia NeBon
CTOMbI, BYCTOPOHHUIA KOHBIOHKTUBUT, XNTAMUANAHBIN.

NEYEHUE

HemeaukameHTO3HOE fevyeHue

Pexxum. B nepuogbl o6ocTpeHns 3abonesaHus cne-
ZyeT orpaHuyMBaTh [BUraTeNbHbli pexum pebexka. ber,
MPLDKKK, aKTUBHbIE UTPbl B Nepnof 000CTPeHNst Hexerna-
TenbHbl. [onHas nmmobunusauus He nokasaHa. dusmde-
CKMe ynpaxHeHWsi CnocoBCTBYOT COXpaHeHUo  (yHKLN-
OHamnbHOW aKTMBHOCTW CycTaBoB. [locne BbI3AOPOBIEHMS
nonesHbl e3fa Ha Bernocuneae, nnaesaxHue, nporynku. Uc-
KIMIOYNTb NCUXO3IMOLMOHAlbHbIE Harpysku, npebbiBaHne
Ha corHue.

Huema. B ocTpbll nepuog npeanovTUTeNnbHO yro-
TpebneHne NpooykTOB C MOBbILEHHbLIM COAEPXKaHUEM
Kanbuus v BuTammHa D gns npodunaktuki octeonopoasa.

JleyebHas ¢huskynbmypa B OCTPbIA NEPUOL HE NPO-
BOAMTCA, NOKasaHa B Mepuos Bbi3goposrieHus. Heobxo-
ONMbI eXeHEBHble YNpaXHEHUS AN yBeNnveHus o0b-
eMa [BWKEHUIN B CycTaBax, YCTpPaHEHWsi crubartenbHbIX
KOHTPaKTyp, BOCCTAHOBIEHUS MbILLEYHOW Macchl.

Opmoneduyeckasi koppekyus. NonHas nmmobunmaa-
LMsi CYCTaBOB C HallOXEHWEM NaHreT NpPOTMBOMOKa3aHa,
MOCKOJIbKY CNOCcOBCTBYET Pa3BMTUIO KOHTPAKTYp, aTpo-
1K MbILLIEYHON TKaHK, Pa3BUTUIO OCTEOMNOpPO3a.

MepgukameHTO3HOE fieyeHune

HecmepoudHblie npomueosocnanumesbHble Mpe-
napamsl (2B) npuMeHsOT B OCTPOM NEpUOAE HE MeHee
2 Hegenb. Mpu passutn pemuccun HIBI oTMeHsIOT.

Inrokokopmukocmepoudbl U uMMyHodernpeccaHmabl.
Mpu Tskenom nonuapTpuTe ¢ (yHKLMOHaNbHON Heno-
CTATOYHOCTbID CYCTaBOB M MOMMU3HTE3NTE BO3MOXHO Ha-
3HauyeHne npedHusonoHa (2C) per os B fose 5-10 mr/kr B
cyT. Ha dhoHe nevenuna 'K BbICTpO KynupyroTCs CyCcTaBHOM
CUHOPOM U cUCTeMHble npossrnenus. [Mpu aHTesuTe K ma-
noadphekTnBHbl. [1pn BbipaXXEHHOM CUMHOBUTE NPOBOAAT
gHympucycmasHble UHbekyuu K (2C): 6eTameTasoH — He

Yawe 1 pasa B 6 Mec, TpMaMUMHONOHA rekcaleToHuy —

He Yalle 1 pa3a B 4 mec.

B cBA3M Cc BO3MOXHbIM Hecneundunyeckum Bocnarne-
HMEM CIM3NCTON OBOMOYKM KULLIEYHWKA y HOocuTenewn
HLA-B27 c pe3nCTEHTHbIM apTPUTOM U 3HTE3UTOM MNpwU-
MEHsT cyrnbhacana3uH (2B) per os B gose 30-50 mr/kr
B CyT (makcumanbHo 1,5-2,0 r). OTBeT Ha cynbgacana-
3UH MeAneHHbI. Pemucens B psge crnyyYaeB JOCTUraeTcs
yepe3 3—-6 Mmec. [Mocne nHOyKUMM pemuccun neveHune
cynbhacanasvHoMm NpoaomKalT B TedeHune 3—6 mec. lNMa-
LMEHTaM C MPUOOLMKIMTOM Y KepaToaepMUen HasHayarT
memompekcam (2B) NOAKOXHO MNN BHYTPVMBILIEYHO B
nose 15 mr/m? Ha BeefeHne 1 pas B Hef. [pu yeeuTe npo-
BOOAT TONM4eckyto Tepanuto K.

AHmubakmepuanbHbie npenapamsbl. [oKa3aHHbIX
OaHHbIX 06 3HeKTUBHOCTM aHTUbaKkTepuanbHon Tepa-
nun HeT. MNpn PeA, accoLMmnpoBaHHOM C KULLEYHOW MHGIEK-
Luen, BOSMOXHO MPUMEHeHWe 3alULLeHHbIX NeHULMNIN-
HOB U @MUHOTTIMKO3NAO0B:
= aMUKauWH BHYTPUBEHHO WM BHYTPUMBILLEYHO B JO3€

15 mr/kr B cyT — 7-10 gHen;

* HETUIMULWH BHYTPUBEHHO UMM BHYTPUMBILIEYHO B
fo3e 4-6 mr/kr B cyT — 7-14 gHen.

Mpwn PeA, obGycnoBrneHHOM XnamuaunHoW MHGEKUUen,
HasHa4alT Makponuapl:
= a3UTPOMULMH per 0SB NepBble CYyTKM NleYeHns B O3e

10 mr/kr, 3aTem B 0o3e 5 Mr/kr B cyT 1 pa3 B cyTB

TeyeHue 6-9 gHen;
= mkosamuumH per os B gose 30-50 mr/kr B cyT, pasge-

neHHow Ha 3 npuema, B TedeHne 10 gHew;

= POKCUTPOMUULMH per 0S B fo3e 5-8 Mr/Kr B CyT, pa3fe-
NeHHoW Ha 2 npuema, B TedeHve 10 gHew;

= cnupamuumH per os B gose 150-300 Tteic. ME/kr B cyT,
pasgeneHHon Ha 2-3 npuema, B TeyeHune 10 OHewn.
MakcumanbHasa cyToyHas 4o3a Ans AeTen cocTaBnset
300 Tbic. ME/KT;

* [OOKCULMKIWH per 0s B TeyeHne 7-10 gHen. Y peten
cTaplue 12 net ¢ maccoin Tena 6onee 45 kr B nepBble
CYTKM NneveHnss — B o3e 200 Mmr, pasgeneHHon Ha 2,
pfanee — no 100 mr/cyt. Y geten 9—-12 neT ¢ maccon
Tena 00 45 Kr cpegHas cyTouHas gosa — 4 Mr/kr B
nepBbIn [eHb NevYeHus, janee — B 403€e 2 MI/Kr B CyT
B 1-2 npuema.

BEOEHUE NMALUUEHTOB

1. O6y4yeHue BO3MOXHO B 06weobpasoBaTenbHOW
Likone.

2. Bo BpeMmsi nocelleHns LLKOSbl HE Noka3aHbl 3aHSATUS
huskynbTypori B 0bLlen rpynne npu obocTpeHun 3a-
SoneBaHus.

3. 3aHatus JI®K — B cTagum pemuccum 6onesHu co
cneunanuctom, 3HakOMbIM C OCOOEHHOCTAMM naTo-
noruu.

MpoTuBONOKa3aHbi:
= BakUuHaUus;
= BBefeHVe raMmma-rnobynuHa;
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= yHconsauus (npebbiBaHMe Ha COMHLUE);

« CMeHa KnunMmarta;

< nepeoxnaxpgeHue (B TOM 4HUCne KynaHnme B BOAO-
emax);

= usnyeckne 1 NCUXMYECKNE TPABMbI;

<« KOHTaKTbl C gOMAaWHUMU ) KNBOTHbIMW;

< Jie4yeHne MMMyHoMOoOynATopamMu.

OObyyeHue 60nbHOro

BonbHOM 1 ero poauTenu AOMKHbI 3HaTb 06 OCHOB-
HbIX KITMHWYECKMX NpU3HaKax, Xxapaktepe 3aboneBaHus,
dhakTopax, nposoumpytowmx oboctpeHne. OHM OOMKHbI
ObITb AeTanbHO UHopMMpoBaHbl 060 BCEX AOCTOMHCTBAX
1 nobouHblX addekTax nekapcteeHHbIx cpeacTts (J1C), He-
obxogumMocT perynsipHoro npuema npenapatos. Cneay-
€T MHCTPYKTMPOBATb OOSbHbIX O BAXHOCTU TLLATENBHOIO
perynsipHoro MOHUTOPWUHIra NPOBOAMMON Tepanuu. [Npu
nosiBNeHNMK NOBOYHBIX 3PEKTOB NALMEHT LOMKEH 3HATb
0 nocnenoBaTeNlbHOCTU CBOMX AENCTBUN (BPEMEHHOW OT-
meHe JIC n obpalleHnm k Bpayy). Heobxognmo obyyveHune
CaMUX NaLMEHTOB N NX POAMTENEN HaBblkaM €XeOHEBHbIX
TPEHMPOBOK, A TAKXe YNpaXKHEHUsAM neyebHon r3Kyb-

TYpbl.

BepeHue naumeHTOB

B CTaLMOHapPHbIX YyCNOBUAX
CneunanmanpoBaHHasi NMOMOLLb OKa3blBaeTcs B AeT-

CKOM pEBMATOMOrM4eCcKOM OTAENEHUN MEOULMHCKOW Op-

raHv3aumu, rage npedycCMoTPpeHo Hanuuuve:

= OoTAoeNneHus aHecTe3nornorMmu peaHumaTonorum
unu 6noka (nanaTbl) peaHuMaunum “ UHTEHCUBHOWN
Tepanuu;

= MMMYHOJIOTMYECKO nabopatopuu C NPOTOYHBLIM Lu-
TochnyopumeTpoM 1 obopymoBaHueM st onpegene-
HUA MMMYHOMOIMMYECKMX MapKepoB PeBMaTU4eCKMX
bonesHen;

= OTAeneHus ny4YeBOWN OMArHOCTUKK, BKMtoYasa kabu-
HeT MarHUTHO-Pe30HaHCHOW W KOMMbIOTEPHOMN TO-
Morpaduu ¢ nporpamMmMon AN uccrnefoBaHus cy-
CTaBOB;

= 9HOOCKOMUYECKOro OTAEeNeHUs.

MomoLllb oka3sblBaeT Bpay-peBMaTtornor, COOTBET-
cTBytowmnn KeanudukaumoHHsiM TpeboBaHusim K cre-
usanuctam C BbICLUMM U MOCMEBY30BCKUM MeULNH-
CKMM K1 apmaleBTMYeCKMM obpasoBaHMeM B cdepe
34paBOOXpaHeHNs No cneunanbHOCTU «peBMaTono-
rmsiy 6e3 npenbsBrneHuss TpeboBaHWUM kK cTaxy pabo-
Tbl (Mpuka3 MuH3gpascoupassuTus Poccum OT 7 nong
2009 1. N2 415H € M3MEHEHUAMU, BHECEHHBIMU NPUKA30OM
MwH3agpascoupassutus Poccumn ot 26 gekabpsi2011r.
Ne 1644H; MNpuka3s MuH3gpascoupassutua Poccum ot
23 mions 2010 . Ne 541H).

O6cnedosaHue U nevyeHue nayueHmos npoeodumcs 8
ycrosusix cmayuoHapa unu 0HesHo20 cmayuoHapa:

* [eTsM C BbICOKOW N cpefHeln CTeneHb akTUBHO-
CTn GonesHu cneunanu3npoBaHHas MeAULMHCKas
MOMOLLIb OKa3bIBAETCS B YCNOBUSAX KPYrnOCYTOYHOrO
cTauuoHapa;

= [eTsM C HU3KOW CTENeHb akTUBHOCTU U PEMUCCU-
en bonesHn cneuuanu3vpoBaHHas MeaMUMHCKas no-
MOLLIb OKa3blBaeTCs B YCIOBUSX KPYrroCYyTOYHOro U
OHEeBHOro ctauuoHapa.
[podomxumenbHOCMb IEYEHUS NayueHma 8 cmauyuo-
Hape — 28 oHeNn.
lpodomkumensHoCcMb fleYeHUs1 nayueHma 8 ycrnoeusix
OHegHOoe20 cmayuoHapa — 14 aHen.

BeneHue nauueHTa, nonyyatowiero npoTMBOpeB-
MaTuMyeckue npenapatbl U UMMYHOAENPECCAHTHI
Mo Hayana neyeHus ecem nayueHmam — nposege-
Hue peakuun ManTy n KT rpyoHOM KneTkn Ans Ucknoye-
HWs TyOepKynesa.
Bo epemsi neveHus.
= [ayueHmam, fosayvarouum ummyHodenpeccaHmal, —
nposeaeHue peakumm Manty n KT rpyaHon KneTku
1pasBrog.
Aneopumm delicmeull npu ebisiesieHUU my6epkKy-
Js1e3Hol UHghbeKkyuu
lpu ebisignieHUU MOMOXUMEbHbIX My6epKynuHO8bIX
npob (peakums MaHTy: nanyna > 5 mm):
= HanpaBfeHWe Ha KOHCymbTauuio K Bpady-ptuavatpy
ANS peLleHns Bonpoca O nposedeHun [uackunHTecTa,
TyOepkynmHOBEIX Mpob C pa3BegeHneM, kBaHTUDEPO-
HOBOTO TecTa W HasHaYeHun cneumduyeckon XMMmo-
Tepanuu Npy HanMyMn NoKasaHum.
lpu ebisigeHUU akmugHo20 MybepKyne3Ho2o rpo-
yecca:
= MEeTOTpeKcaT OTMEHUTB;
= HabnogeHue y ptnsmnaTpa;
= npoBedeHue cneuunduryeckon NpoTmeoTybepkynes-
HOW XMUoTepanuu;
= KOHCynbTalus Mo BONPOCY KOPPEKLMM NMPOTUBOPEB-
MaTU4YeCcKon Tepanuu B peBMaToNorMyeckom otae-
NEHUN, VHWLMMPOBABLLEM feYeHne MMMYHOAenpec-
CaHToM.
B cnyyae mybepkyne3Hol uHgekyuu 6e3 ovaza:
= feyeHne MeToTpekcaToM B CTaHAapTHOW A03e Mpo-
OOIKUTB;
= HabntogeHue y gTnanaTpa;
= npoBedeHue cneuunduryeckon NpoTmBoTybepKynes-
HOW XMMKHoTEpanuu B TeyeHne 3 MecsLes.

BepeHnue nauneHToB B amOGynaTopHo-
NOJIMKITMHUYECKUX YCNOBUAX

AMBYNaTopHO-NONUKIIMHWYECKAsE MOMOLLb OKa3blBa-
€Tcs B AETCKOM PEBMATONIONMYeckoM KabuHeTe.

MomMoLb OKa3blBaeT Bpay-peBMATosIor, COOTBETCTBYIO-
wun KeanudukaumoHHbiM TpeboBaHWAM K crieuuanmctam
C BbICLUMM M NOCMEBY30BCKUM MEAMULMHCKUM U hapma-
LieBTUYeCkMM 0bpa3oBaHMEM B cepe 34paBOOXPaHEHMs
Nno creunanbHOCTM «peBMaTonorusiy 6e3 npeabsBneHns
TpeboBaHui K cTaxy pabotsl (Mpukas MuH3gpascoupas-
ButTMa Poccum ot 7 niona 2009 r. Ne 4151 € nameHeHnsamu,
BHECEHHbIMW npuKa3oM MuHagpascoupassutus Poccum
oT 26 pgekabps 2011 r. Ne 1644H; Mpwnka3 MuHagpascou-
passutus Poccum ot 23 nions 2010 1. Ne 54 1H).
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BeneHune naumeHTa, He mony4arolero UMMyHope-
npeccaHTbl

Ocmomp epayom-pesmamornoeom — 1 pa3 B 3 mecsua.

KnuHuyeckul aHanus Kposu (KOHUEHTpauus remorso-
OuHa, Yncno 3pUTPOLIMTOB, TPOMOOLIMTOB, NENKOLNTOB,
nenkounTapHas ¢opmyna, CO3) — 1 pa3 B 3 mecsiua (npu
HeobxoamMmMoCcTn — valle).

Knunuyeckut aHanu3 modu — 1 pa3 B 3 mecsua (npu
HeobxoaMmMoCTn — valle).

KoHmponb 6uoxumuyeckux nokasamenel (obwmin Ge-
nok, 6enkoBble pakuuM, MOYEBMHA, KPEeaTUHWUH, Bunu-
PYOWH, Kanuii, HaTPUi, MOHN3MPOBAHHLIA Kanbuui, AJlT,
ACT) — 1 pa3 B 3 mecsua (Mpu HeoBX0AMMOCTN — value).

KoHmponb ummyHonoeudeckux rnokasamenet (CPB; no
nokasaHusam — IgA, IgM, 19gG, AH®) — 1 pa3 B 6 mecsLeB
(Mpu HeoBXxoaUMMOCTM — Yalue).

OKI — 1 pa3 B 6 MmecsiLeB.

Y3/ bprowHol nonocmu, cepduya, noyek — 1 pas B rog,.

lnaHoeas eocrnumanusayus He NokasaHa.

BHennaHoegas eocnumanu3ayusi — B ciy4ae obocTpe-
HW1A 3aboneBaHus.

BepeHue nauueHTa, nony4atowero K u/vnu nmmy-
HoAenpeccaHTbl

Ocmomp spavom-pesmamornozoM — 1 pa3 B mecsu,

KnuHuveckul aHanu3 Kposu (KOHLUEHTpaLus reMormno-
OWHa, YMCno 3pUTPOLUTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkouutapHas opmyna, CO3) — 1 pa3 B 2 Hegenw.

Knuruyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmporb 6uoxumudeckux mokazamenel (o6wun
6enok, benkoBble YpakLumM, MOYEBUHA, KpEATUHWH,
OMnnpyBbuH, Kanun, HaTpuMn, MOHU3MPOBAHHbLIN Kanb-
umin, ANT, ACT, I'TT, wenoyHon docgaTassl) — 1 pa3 B
2 Hepenw.

Konmponb ummyHonoeuveckux nokasamenet (CPB; no
nokasaHuam — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.

OKI— 1 pa3 B 3 mecsdua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 mecsueB.

lnaHosasi e2ocrniumanu3ayusi 8 pesmMamoniocuyeckoe
omdeneHue — 2 pasa B rog 4 NpoBeAeHUs MOSHOro
obcnenoBaHyst U KOPPEKL MU Tepanuu.

BHennaHoegas 2ocnumanusayuss — B crnydyae obocTpe-
H1A 3aboneBaHus.

Anzopumm delicmeuli npu usmeHeHuu nabopamop-
HbIX MoKa3zamesneu

B cnyyae cHuxeHus 4qucna netkoyumos, apumpoyu-
mos, mpomboyumo8 HUXe HOPMbI;
= VMMYyHOZEenpeccaHTbl OTMEHUTb Ha 5—7 AHeN;
= [10CIe KOHTPOMbHOro aHanuaa KpoBu Yepes 5—7 AHeu:

— Npu HopManusauuu nokasatene BO30OHOBUTb

npuem npenapara;

— MpU COXPaHSIOLLMNXCHA U3MEHEHUSX — KOHCYMbTa-
uus peemarosora, npyu HeobxoguMocTu rocnuTa-
nmnsauus.

[pu nosbiWeHuUU ypoBHSI MOYEBUHbI, KpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuie HOPMbI:
= VMMYyHOZEnpeccaHTbl OTMEHUTb Ha 5—7 OHEW;
= [0Cne KOHTPOSbHOMO aHanuaa KpoBu Yepes 5—7 OHen:

— Mpv HoOpMmanusauuu nokasatenen BO30OHOBUTb
npuem npenapara;

— MpU COXPaHSAOLMNXCH U3MEHEHUSX — KOHCYmbTa-
umsa pesmaronora, npu HeobxogumocTu rocnuTa-
nnsaums.

NMOKA3AHUA K TENEMEOAULUMHCKUAM
KOHCYJbTALUAM

1. OueHka nokasaHwun ang rocnuTanu3auum nauueHTa
B peBMaTonornyeckoe oTaeneHune geaepanbHoro
LueHTpa.

2. KoHcynbTauus TsKenbiX NauMeHToB AN peLleHns
BOMpoca 0 HeobxoanMmocTu n 6e30nacHoCTU TpaHc-
NOPTUPOBKN BONBHOTO B hefepanbHbii LIEHTP.

3. KoHcynbraums naumeHToB Ge3 yCTaHOBMEHHOrO Aua-
rHO3a C NOJ03PEHNEM Ha PEaKTUBHbIA apTpuT.

4. KoHcynbrauus O pelleHus Bonpoca O KOppeKLun
Tepanun nNpu HeadEKTUBHOCTM Tepannm UMMYHOAe-
npeccaHTaMu B TeyeHne 3 MecsLEeB.

5. Koppekuus Tepanuv npu HenepeHocuMocT! MpoTu-
BOpPEBMAaTUYECKUX MpenapaTos.

NMPOPUNAKTUKA

He npoBoguTcs.

Ucxoabl UMPOIrHO3

Y 6onbwuHcTBa geten ¢ PeA, accoummpoBaHHbIM  C
Yersinia n Campylobacter, Habnogaetca 1 ann3on MOHO-
apTpuTa Unu onuroapTpuTa.

Onsa PeA, obycnoBneHHOro ApYyrMMmn MUKpPOOPraHu3-
Mamu, XapaKTepHO peuuavBupyloLlee TeYeHue onuroap-
TpWTa UM pasBuUTUE NONMapPTpUTa M SHTE3UTOB. [nNs 3TnX
NauMeHTOB BO3MOXHO BbI34OPOBIIEHNE WNWN TpaHcgop-
Mauusi B apTpWT, acCOLMUPOBAHHBIA C SHTE3UTOM, UNn B
CMOHAMNOAPTPUT C MOPaXKeHUeM KpecTLOBO-NOAB3AOLL-
HbIX couneHeHun. [porHo3 y geTent ¢ PeA, BbI3BaHHbIM
Chlamydia n Yersinia, nyqwe, 4yem npu PeA, obycnosneH-
Hom Shigella n Salmonella.
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CUCTEMHbIE NOPAXEHUA
COEAVHUTENIbHOWU TKAHW




CUCTEMHAA KPACHAA BOJTHAHKA

METOOONOINMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue MeToAOB, UCMONb30BaHHbIX AN OLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow ©a3on ans pekomeHgauuni SBNSOTCA
nybnukauum, Bowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe AN OLLEHKU KayecTBa
M CUNnbl AOKa3aTenbLCTB
= KoHCeHcyC 3KCnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTogbl, ucnonb3oBaHHble AJISl aHanNU3a AoKasa-
TenbCTB
= (O630pbl 0Ny6NMKOBaHHBIX METAaHaNM30B.
< Cuctematnyeckne o0630pbl ¢ Tabnuuamu gokasa-
TENbCTB.

OnucaHve mMeToAOB, UCMOMb30BaHHLIX AN aHanu-
3a oKasaTenbcTB

Mpn oTbope nybnumkaunin Kak nNoTeHUManbHbIX UC-
TOYHMKOB [0Ka3aTenbCTB MCMONb30BaHHAA B KaXOoM
1ccnegoBaHWM MeTodosIorMs M3yvaeTcs ANns Toro, YTo-
Obl ybeanTbcs B ee BanuaHOCTW. Pesynbrat naydeHus
BNUSET HA YpPOBEHb A0Ka3aTeNnbCTB, MpUCBaMBaeMbli
ny6nmkaumm, 4TO B CBOK OYepeab BIMSET Ha CUIy peko-
MeHOauumn.

Ons MMHUMKU3auMKM NoTeHUManbHbIX OWMOOK Kax-
[0€e uccnegoBaHve OLEeHNBanNoCb He3aBncumo. Jlobble
pasnuuua B oueHkax obcyXaanucb BCen rpynnomu
aBTOpPOB B MONMHOM cocTaBse. [1py HEBO3MOXHOCTH [0-
CTUXXEHUSI KOHCEHCyca NpuBreKancs He3aBUCUMbIi
aKcnepr.

Tabnuubl OoKa3aTenbCTB. 3amnonHANMCL aBTOpaMu
KMUHWUYECKUX peKoMeHaaLNNA.

MeToakbl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomMmeHaaumnmn
= KoHceHcyc akcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)
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PekomeHgyemas gobpokayecTBeHHas npaktuka 6asu-
pyeTcs Ha KIIMHUYECKOM OnblTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunmn.

JKoHOMMYECKUI aHanus3
AHanus CToMMOCTM He NpoBOAMICS, U nybnukaumm no
hapMako3KOHOMIMKE He aHanM3MpoBasUCh.

MeTtop Banuausaumm pekoMmeHpaLmm
= BHeluHss akcnepTHas oueHka.
= BHyTpeHHsIA aKcnepTHas OLeHKa.

OnucaHue MeToAa BanvMamM3auum pekomMmeHaauum

HacTtosiwme pekomeHgauum B npeaBapuTenbHON
Bepcun ObinNn peLeH3npoBaHbl HE3aBUCUMbIMU JKC-
nepTtamu, KOTOpbIX MPEeXAe BCEro MpoCurnv npoKoMm-
MEHTMPOBATb, HACKOMNbKO AOCTYMNHa ANA NOHUMaHWS
WMHTepnpeTauns gokasaTenscTB, fnexauias B OCHOBE
pekoMeHaauunn.

OT Bpayen NnepBUYHOTO 3BEHA (JETCKMX peBMaTono-
roB) MOslydeHbl KOMMEHTapUM B OTHOLUEHWUW OOXOA4N-
BOCTM U3NOXEHUSA OaHHbIX peKOMeHZauUuA, a Takke KX
OLEeHKa Ba)XHOCTMW MpeanaraeMbix pekoMeHAaunmn Kak
MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKN.

Bce KoMMeHTapuu, MosyyYeHHble OT 3KCMepToB, TLUa-
TeNIbHO CMCTEMaTM3MpOBanNMCb WM obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaummn). Kaxgpin
NyHKT 06Cyxaancs B OT4eNbHOCTY.

KoHcynbTaums 1 akcnepTHas oLeHKa

MpoekT pekomeHgauun Gbin peLeH3MpoBaH He3aBu-
CMMbIMM 3KCNepTamu, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATb [0XOAYMBOCTb M TOYHOCTb MHTEP-
npetauum [okasatenbHoW 6asbl, nexalen B OCHOBE pe-
KoMeHgauun.

Pabouas rpynna

[ns okOHYaTeNbHON pefakuMM U KOHTPOINS KavecTsa
pekoMeHAaumMmn GbinM NOBTOPHO NpoaHanu3vpoBaHs.l
ynieHamu paboyeit rpynnbl, KOTOPbIE MPULLAK K 3aKMoYe-
HUIO, YTO BCE 3aMeyaHusi 1 KOMMEHTapUM SKCNEPTOB Mpu-
HSITbl BO BHMMaHWE, PUCK CUCTEMATUYECKUX OLUMBOK Npu
pa3paboTke pekoMeHZaLWii CBeEH K MUHUMYMY.

OcHOBHbIe peKoMeHaaumnm

Cuna pekomeHgaumii  (1-2) Ha OCHOBaHUKM COOTBET-
CTBYIOLLUX YpOBHeN Aoka3atenbcts (A-C) v uHgukaTopbl
JobpokayecTBeHHOW npakTvkK (Tabn. 1) — good practice
points (GPPs) npuBoaaTcs Npu U3NOXEHUU TeKcTa Peko-
MeHaauUunn.




Ta6nuua 1. Cxema Anst OLLEHKM YPOBHSA pEKOMEHOaLNN

CreneHb
[OCTOBEPHOCTH

CooTHOLleHune
pucka u

MeToaonornyeckoe Ka4ecTBo

nMerLnxcsa goKasaTesnibCTB

CUCTEMHAA KPACHAA BOJTYAHKA

MosicHeHus no
NPUMEHEHUI0

pekomeHpaummn

1A CunbHan
pekomMeHaaums,
OCHOBaHHas Ha
AoKasaTernbcTBax
BbICOKOI0 KayecTBa

npemmMmyLiecTe

Monb3a OT4YeTNMBO
npeesanupyet  Hag
puckamn 1 3aTpara-
mMu, 6o HaobopoT

HapexHble HenpoTMBOpeYmnBLIE [OKa-

3aTenbCTBa, OCHOBAHHbLIE Ha XOPOLLO
BbinonHeHHbx PKW, unu Heonposep-
XUMmble [AoKasaTenbCcTBa, Npeacras-
NeHHble B Kakon-nmbo apyrov popme.
JanbHenwve uccnefoBaHnsa BpAS Nv
M3MEHSIT HaLly YBEPEHHOCTb B OLIEHKE
COOTHOLLEHWS NOSb3bl U pUCKa

pekomeHaauunmn

CunbHaa  pekomeHaa-
umsi, KoTopas MOXeT
MCNonb30BaThbCs B
GONbLUMHCTBE Chy4Yaes
y TNpenMyLLEeCTBEHHOTO
KonuyectBa MaLMEHTOB
0e3 kakux-nmbo name-
HEHWI N UCKITIOYEHWNI

1B CunbHas
peKkomMeHaauums,
OCHOBaHHas Ha
AoKasaTrenbcTBax
YMepeHHOro KayecTBa

Monb3a oTyeTnMBO
npeesanupyeT  Hag
puckamu 1 3aTpaTta-
mu, Nnbo HaobopoT

[okasaTenbcTBa, OCHOBaHHble Ha
pesynbratax PKWA, BbINOMHEHHbIX C
HEKOTOPbIMW  OrpaHnYeHnsIMmn (Npo-
TMBOpeYMBbIe pe3ynbTaTbl, MeTO4o-
normyeckne OLLIMOKM, KOCBEHHbIE UMK
cnyyaWHble 1 T.n.), nnbo Apyrux BECKUX
OcHoBaHusIX. [lanbHenwwne nccnenosa-
HWUS1 (eCNW OHW MPOBOASTCH), BEpPOAT-
HO, OKaXyT BMUSIHAE HA Hally yBEepeH-
HOCTb B OLleHKE COOTHOLLEHUS MONb3bl
N pUCKa U MOTYT U3MEHUTL €€

CunbHaa pekomeHaa-
LWsi, MPUMEHEHNE KOTO-
povi BO3MOXHO B 60nb-
LUIVHCTBE Cry4Yaes

1C CunbHasn
pekoMeHaaums,
OCHOBaHHas Ha
[oKasaTenbcTBax
HU3KOro KayecTBa

Monb3a, BeposATHO,
Oyoer  nmpesanupo-
BaTb Haj BO3MOX-
HbIMW  puUCKaMu W”
3aTpatamu, nmMbo Ha-
obopoT

[lokaszaTenbcTBa, OCHOBaHHblE Ha
obcepBaUNOHHBIX NCCneaoBaHusx,
6eccMcTeMHOM  KIMMHUYECKOM OnbITE,
pesynstatax PKW, BbINOMHEHHbIX C CY-
LecTBEHHbIMW  HegocTaTkamu. Jlobas
oLleHka apdekTa pacueHuBaeTcs Kak
HeonpeaeneHHas

OTHOCUTENBHO CcunbHas
pekomeHgauus, KoTo-
pasi MOXeT BbITb n3me-
HeHa npu nonyyYeHux
JokasatensctB 6onee
BbICOKOrO KayecTBa

2A PekomeHpauus
HU3KOWN CUnkbl,
OCHOBaHHasl Ha
AoKasaTenbcTBax
BbICOKOI0 KayecTBa

Nonb3a conocTaBu-
Ma C BO3MOXHbIMU
puckamm 1 3artpara-
MU

HapgexHble fokasaTenbCcTBa, OCHOBAH-
Hble Ha XOpOoLUO BbINOMHeHHbIX PKA
UM NoATBEpPXAEHHbIe APYTUMN He-
OMNPOBEPXUMBIMU JAHHBIMW.
JanbHenwve nccnefoBaHus Bpaa fin
M3MEHSIT HaLlly YBEPEHHOCTb B OLIEHKEe
COOTHOLLEHUS MOSb3bl U pUCKa

Cnabas pekomeHgaums.
Bbi6op Haunyywen Tak-
Tukn BygeT 3aBuceTb OT
KIMHWYECKOW CcuTyaumn

(obcTosiTENLCTB), NauM-
€eHTa WNu coumanbHbIX
npeanoyYTeHNi

2B Cnabas
pekoMeHaauums,
OCHOBaHHas Ha
AoKasaTenbcTBax
YMepeHHOro KayecTBa

MNonb3a corocrta-
BuMa C puckamun u
OCJTOXXHEHUAMU, ofa-
HaKo B 3TOWN OLEHKe
eCTb HeonpeaeneH-
HOCTb

[okasaTenbcTBa, OCHOBaHHble Ha
pesynbratax PKW, BbIMOMHEHHbIX C
CYLLECTBEHHbLIMM OrpaHNyeHnsMM
(npoTBOpEUMBbLIE pesynbTaThl, METO-
gonornyeckne aedekTbl, KOCBEHHbIE
UIn crnyvyanHble), UK CUnbHble OoKa-
3aTenbCTBa, NPefCTaBMNeHHbIE B KaKon-
nmbo gpyrow dopme.

HanbHenwne wuccnegoBaHusa (ecnu
OHW MPOBOASATCH), CKOpee BCero, oka-
XKYT BMUSIHAE Ha Hally YBEPEHHOCTb B
OLIeHKe COOTHOLUEHMS MONb3bl U pyUcKa
1N MOTYT U3MEHUTb €€

Cnabas pekomeHgaums.
AnesTepHatMBHas Tak-
TMKa B onpegeneH-
HbIX CUTyaLUsX MOXeT
SBUTLCSA A1 HEKOTOPbIX
nauneHToB fyYlunM Bbl-
6opom

2C Cnabasn
peKkomMeHaauums,
OCHOBaHHas Ha
[oKasaTenbcTBax
HU3KOro KayecTBa

HeonHo3HayHOC Tb
B OLEHKE COOTHO-
LeHUnA nonb3bl, pu-
CKOB U OCIOXHEHWI;
nonb3a MoXeT OblITb
conocTaBMma C BO3-
MOXHbIMW  pUCKaMu
1 OCITOXXHEHUSAMMU

[lokasaTenbCcTBa, OCHOBaHHblE Ha 00-
CcepBaUMOHHbIX UccnefoBaHusix, bec-
CUCTEMHOM KITMHWUYECKOM OMbITE UMK
PKW ¢ cyliecTBeHHbIMM HegocTaTkamu.
Jobas oueHka addekTa pacLeHBaeT-
€S Kak HeonpegeneHHas

O4yeHb cnabas peko-
MeHZauus;  anbTepHa-
TUBHbIE MOAXoAbl MOryT
ObITb MCMOMNb30BaHbI B
paBHOW CTENEHU
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PEBMATUYECKUE BEONE3HU Y OETEU

OMPEOENEHWE

CuctemHasi kpacHasi BonyaHka (CKB) — cuctemHoe
ayTOMMMyHHOEe 3aboneBaHue HEWU3BECTHOW 3TMOSOMUMU,
B OCHOBE KOTOPOrO NEXWUT reHeTu4Yeckn obycrnoBrieHHoe
HapyLUEHNEe MMMYHHOW perynsuum, onpegensiowiee o6-
pasoBaHWe OpraHoHecneungUYECcKUX aHTUTeN K aHTure-
HaMm siiep KNeTok M UMMYHHbIX KOMMIIEKCOB C pa3BUTUEM
MMMYHHOTO BOCMAneHust B TKAHSIX MHOTUX OpPraHoB.

Koa no MKB-10

M32 CwucTemHas kpacHas BONYaHka.

M32.0 JlekapcTBeHHas cuCTeMHas KpacHas Bon4aHka.

M32.1 CuctemHas kpacHasi BONYaHKka C MOpaKeHUem
OPYrx opraHoB WU CUCTEM.

M32.8 [pyrue hopmbl CUCTEMHON KPACHON BOJSTYAHKM.

M32.9 CucTtemHas kpacHasi BON4YaHka HeyTOYHEHHas.

AnNMaeMuonorua

CuctemHass KpacHas BonvaHka — Haubornee yacTo
BCTpevalLascs natonorns u3 rpynnbl CUCTEMHbIX 3a-
OoneBaHWUn COEAMHUTENBHON TKaHW; NopaXkaeT npenmy-
LeCTBEHHO AeByleK U Monoabix xeHwuH. CKB pegko
HauMHaeTCcsa y AeTen B AOLIKONbHOM BO3pacTe; NoAbeM
3ab01eBaeMOCTV OTMeYaeTcs ¢ Bo3pacTta 8-9 neT, a Nuk ee
npuxogmTcs Ha 14-25 net. Cpean 60nbHbIX B BO3pacTe 0
15 neT COOTHOLLIEHNE OEBOYEK M MarbyvKOB COCTaBNSET B
cpegHem 4,5:1.

PacnpocTtpaHeHHocTs CKB y geten ot 1 roga oo 9 net
konebnetca B npegenax 1,0-6,2,aB 10-19 net — ot 4,4
00 31,1 cnyyast Ha 100 Tbic. geTckoro HaceneHus. 3abone-
BaeMocCTb coctaenset B cpegHem 0,4-0,9 cnyvaa Ha 100
TbIC. JETCKOrO HacemneHus B rof,.

ATNONOIrnAa N NATOrEHE3

Otnonorna CKB [0 HacTosAWwero BpemMeHu ocTaeTcs
HEesICHOW, YTO onpefenser TPYQHOCTU AMArHOCTUKU U
neyenus. MNpegnonaraeTcs posb PasfnuyHbIX 3HOO- U K-
30reHHbIX PakTopOB.

leHeTUYeckan npeApacnonoXeHHOCTb

O ponu HacneacTBEHHOCTU CBUAETENbCTBYIOT BbICO-
kas yacTtota pa3sutus CKB B cembsx 60MnbHbIX, MHOrO-
KpaTHO 6onee BbICOKUI MoKa3aTenb KOHKOPAAHTHOCTU
(yacToTa nMopaxeHus obonx napTHepoB GNN3HELLOBOM
napbl) CpeAn MOHO3UIOTHbIX BnM3HEeLOoB MO CpaBHEHUIO
C OW3UTOTHLIMMU, BbISIBIIEHWE Y KITMHWYECKN aCUMMNTOMHbIX
POLACTBEHHUKOB OOMbHBIX aHTUHYKNeapHbIX aHTuTen (AT),
NOXHOMNONOXUTENbHON peakummn Baccepmana v gp. IMpu
Hanuunn 3aboneBanus y matepu puck passutus CKB y
foyepu coctaenset 1:40, y cbiHa — 1:250.

HocutenbctBo HLA-DR2 wnnu HLA-DR3 HesaBucumo
noebilaeT puck passutusi CKB B 2-3 pasa, a Hanuuune
rannotunoB A1, B8, DR3 onpegensiet 10-kpaTtHoe MNOBbI-
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LUEeHNe pucKka y NpeacTaBUTENEN €BPOMNEOUOHOM pachl.
CKB cBs3aHa c reHeTn4ecku o0ycnoBreHHbIM AeULUTOM
oTAenbHbIX KOMMOHEHTOB KomnniemeHTa (Clg, C2, C4), a
TakXke accouumpyeTtcs C NoMMopcU3MOM FEHOB LMTO-
knHOB (B YacTtHoctn, ®HO-a), reHoB FcyRIIA- n FeyRINA-
peLenTopoB, CBSA3bIBAKLWMX nogknaccel 1gG v gp.

FopMoHanbHble haKkTopbl

Cpeon naumentoB ¢ CKB npeobnagatoT XeHWuHbl. Y
[AEBOYEK-NOAPOCTKOB Hayarno 3aboneBaHus CBSA3aHO C
HaCTynneHWeM MeHapxe; akKTUBHOCTb 3aboneBaHusl Mo-
BbILLAETCA BO BpeMsl GEpeMeHHOCTM 1 nocne poaos. 310
CBSI3bIBAKOT C Pa3NUYHbIM BO34EWCTBMEM MOSIOBbLIX rOp-
MOHOB Ha WMMYHHbIV OTBET (3CTPOreHbl CrnocobeTBytoT
MOBLILLEHNIO CUHTE3a aHTUTEN, @ aHAPOreHbl CHXaKT 00-
pa3oBaHWe aHTUTEN W NOAABMST KMNETOYHblE peakuum). Y
XKEHLLMH penpoayKkTuBHoro Bo3pacta ¢ CKB HabnopatoTes
MOHWXEHHbIE YPOBHWU TECTOCTEPOHA, NPOrecTepoHa W Bbl-
COKUIN — 3CTPOreHoB; y 60mbHbIX 060MX NOMOB MOBbLILLEH
YPOBEHb NPOMakTMHa N MOHWXKEH — AernapoanvaHapo-
cTepoHa cynbdara.

®dakTopbl BHELWWHEN cpeabl

MepBOCTENEHHOE 3HAYEHNE MMEET MHCONSAUMs. Ynb-
TpadgmoneTtoBoe obnydeHue (YOO) cnocobHO n3mMeHATb
aHTureHHole ceoncTBa JHK kneTok koxu, nHOoyumpys
pa3BuUTME ayTOMMMYHHbIX peakuui y npeapacrnonoXeH-
HbIX MHOMBMAYYMOB, a TakXe YCUMNMBAEeT BbICBOOOXAEHME
nutepnenkuHos (M) 1, 3, 6 n ®HO-a, cnocobeTeys pas-
BUTMIO NOKANbHOMO BOCMANeHus.

UHdekumua

NwveeTcs pan KOCBEHHbLIX MOATBEPXOEHUA BO3MOX-
HOW NYCKOBOW POSIM HEKOTOPbLIX BUPYCOB, B TOM YuUChne
TaK Ha3blBaeMbIX Me[IEHHbIX BUPYCOB (PETPOBMPYCOB), B
pasBUTUM NaTONONMYECKOro npoLecca.

Mpun CKB HapywaeTcs MMMyHHas perynsauus, 4to co-
MPOBOXAAETCA  YyTPaTON MMMYHONOMMYECKOW TonepaHT-
HOCTU K COBCTBEHHbIM aHTUreHaMm W pasBUTMEM ayTOWUM-
MYHHOIO OTBeTa C NpoAyKLMen LWNPOoKoro cnekrpa AT,
B MepByl0 oyepedb K XpomaTuHy (Hykneocome) n ero
OTAEenbHbIM KOMNOHeHTaM, HatuBHon [HK 1 ructoHam.

®yHaameHTanbHbiM  3BeHOM naToreHesa CKB sBnstoT-
CSl TEeHETUYECKN OEeTEPMUHUPOBAHHbIE WM MHAYLMPO-
BaHHble AedekTbl anonTo3a, cnocobCTByoLNE BbICBO-
OOXOEHWIO HYKNEOCOM W3 KIETOK, MEPCUCTUPOBAHMIO Y
3KCMaHCUM ayTopeakTUBHbIX KMOHOB T M B kneTok, 4to
MPMBOAMUT K aKkTMBaLMW MOMMUKIOHanbHbIX B numdouuTtos
n opMupoBaHuio T-3aBUCMMOTO MMMYHHOIO OTBETa Ha
ayTOaHTUreHbI.

Cpeaw wupokoro cnektpa AT OCHOBHasi pornb NpuHaa-
nexwt AT k OHK, koTopble 06pasyloT C aHTUreHamu LMpKy-
nupylowme UMMyHHble koMnnekebl. OHM OTKNafblBaoTCs
B cybaHgoTenuansHom crioe 6asanbHoi membpaHbl Co-
CY[OB pasHbIX OpraHoB, BbI3blBasi BOCMNANUTENbHYIO peak-
LM0, aKTUBUPYS KOMMIIEMEHT, MUrpaumio HEMTPOdUnos,
BbICBOOOXAEHWE KMHUHOB, MPOCTarmaHAMHOB M APYrux
noBpexJarLmnx oakTopoB 1, Kak CneacTsne, MoOBPExX-




CUCTEMHAA KPACHAA BOJTYAHKA

[EeHNe TKaHel pasfnyHbIX OpraHoB u cuctemM. CuctemHoe
nmmMyHHoe BocnaneHve npu CKB Takke moxeT ObiTb
CBSI3aHO C UMTOKMH3aBucuMbIM (M1 1 n ®HO-a) noBpex-
LEHVeM 3HOOTENMS, akTUBaLMEN NERKOLUMTOB U CUCTEMBI
KOMMMEMEHTA, YTO MMeeT BOosbLIOE 3HaYeHne B Mopaxe-
HMW OpraHoB, HeJOCTYMHbIX A5 UMMYHHBIX KOMMIEKCOB,
HanpuMep UeHTpanbHon HepBHoW cuctemsl (LIHC).

KITMHUYECKAA KAPTUHA

KnuHnyeckne cumntomsl CKB xapaktepusyeTcs Bbl-
pPaXXeHHbIM KNMMHUYECKMM nonumopdusmom. Moutn y
20% peTen HabngalwTCs MOHOOpPraHHble BapuaHThbl
pebtoTa.

O6wue nposiBNeHUsA

Jlnxopagka (0bblMHO HenpaBuMITbHOIO TuMa), Hapac-
Talowas cnaboctb, HegoMoraHue, CHWDKEHWE anneTuTa,
noTepsi Macchl TeNa, yCUneHHoe BbiNageHue BOJIOC.

MopaxeHue KOXHN 1 ee NPUOATKOB

Habntopaetcs y 80-95% aeten.

BonvaHouyHasi «6aboyka» oTmedaeTcs y 80% peteit,
n3 Hux y 40% yxe B nebioTe 3abonesanus. MpeacraBnset
cObOM CMMMETPUYHbIE 3pPUTEMATO3HbIE BbICHINAHUA HA
KOXe nuua.

Pacnonaraetca Ha CKynoBoW 06nacTu M nepeHocuue.
MoxeT pacnpocTpaHaTbCs Ha KoXy nba, nogboposaka,
CBOOOAHOrO Kpasi YLUHON PAKOBUHbI U €€ MOYKN.

Opumemamo3sHbie 8bIChIMaHus TakXe MOryT oTMme-
4aTbCA Ha OTKPbITBIX yYacTkax KOXW: B 06nacTu BepxHen
TPeTV rPyam 1 cnuHbl (06nacTb AekonbTe), Haf NOKTEBbI-
MU, KOTNIEHHbIMW CyCcTaBamu 1 Ap.

JuckouOHble oYyazu — 3pUTEMATO3HbIE BbICHINAHWS C
rMNepeMMpOBaHHbIMY KpasiMu 1 enUrMeHTaumen B LieH-
Tpe, UHUNsTpauven, QonnuKynspHelM rmnepkepaTo3omM
N nocnepywuen pyouoBon atpodueir. JlokanuaytoTcs
NpevMyLLEeCTBEHHO Ha KOXe BOJIOCUCTOM 4aCTu rofloBbl,
nuua, weu; HabnogaTcs OObIYHO NPU XPOHUYECKOM
TeyeHun CKB.

®omoceHcubunusayuss — 3pUTEMATO3HbIE BbICbINA-
HUA Ha KOXe MNOSABNATCA Yy OeTel B BeCeHHe-neTHUn
nepvod. VIx apkocTb yBenmunBaeTcsa nocne npebbiBaHns
Ha comnHue unu neyexHus YP-obnyyeHmem.

Kanunnsapum — oTe4dHas spuTema C TeneaHruakra-
31AMM 1 aTpodmet Ha NogyLleykax nanbLeB, NAAOHSAX U
NOAOLLUBEHHOW MOBEPXHOCTU cTon. Habntogaetcs y 6onb-
LUMHCTBA JeTell B OCTPOM nepuoge 3aboneBaHus.

lemoppazuyeckue ebiChbiMaHusi — neTexnanbHble
UI Nyprnypo3Hble 3neMeHTbl, 0B6bIYHO pacnonaratTcs
CUMMETPUYHO Ha KOXE OMUCTanbHbIX OTOENOB KOHeY-
HOCTeN.

Cemyamoe nueedo — cvHEBATO-PUONETOBLIE MATHA,
obpasytoLne ceTky. J1okanu3ylTcs Ha KOXe HUXKHMUX,
pexe — BEepPXHUX KOHEYHOCTEN U TyrnoBuMLLa.

CuHOpom PeliHo — nepuoanyeckn passmBaroLLiascs
ywemMus nanbLes, 00yCnoBneHHas Ba3oCcna3mMoMm U CTPYK-

TYPHBIMU NopaxeHusaMu cocynos. Y geten ¢ CKB Habnto-
[aeTcs 3HaUYUTENbHO PEXE, YeM Y B3POCTIbIX.

Anoneuyus xapaktepHa Ansi 6onbHbix CKB. McToHuYe-
HME 1 NOBbLILIEHHOE BbiMageHWe BOOC NPUBOAUT K rHe3a-
HOMY 1nu andysHomy obnbiceHuto. Mo kpato pocToBom
30Hbl HAJo NOoM y BONbHbLIX HEPEAKO pacrnonarakTcs
«cTonbukny, obpasoBaBluMecs K3 06MOMaHHbLIX BOJIOC.
Bo3amoxHO BbinageHve 6posen 1 pecHuu,.

Hecneyucghuyeckue KoxHble ebIChbInaHusi Habnwopga-
toTcsa y B0MbHbIX MPU BbICOKOW akTMBHOCTU CKB; npepn-
CTaBMeHbl BCEMW OCHOBHbIMW MOPGONOrniyeckumn Braa-
MW KOXHbIX 3MTEMEHTOB — OT MATHWUCTO-ManynesHbIX A0
OynnesHbix. PacnonarawTcd CMMMETPUYHO, NPUYEM Ha
pasHbIX y4acTKax KOXuU OAHOBPEMEHHO MOryT Habnto-
JaTbCs Pas3nuyHble dIEMEHTHI.

B akTuBHbIN nepuop 3aboneBaHWs Takxke Yacto Habmo-
[arTcs kcepodepmusi, AedopMaLms U JIOMKOCTb HOTTEN.

MopaxeHne cnu3ncTbix o6onoYvek

OuarHoctupyetcs 6onee Yyem y 30% faeTen B akTUBHbIN
nepvog 6onesHu.

BonyaHo4Hasi 3HaHMemMa — 3PUTEMATO3HO-OTEYHbIE
NATHa C YeTKUMMW rpaHuMLamMn U MHorga € 3pO3MBHbLIM
ueHTpom. lNATHa pacnonarattcs B obnactu TBEpAoro
Heba. o nepucepun naTeH Hepeako obpasyloTca Tene-
aHrMaKTasuu.

Apmo3HbIli cmomamum — 6e360Mne3HEHHbIE 3PO-
3mBHble unu (pexe) 6onee rnybokune s3BeHHbIE O4arn ¢
KepaToTu4eckum o604KOM U WUHTEHCUMBHOW 3PUTEMOMN.
Pacnonaratotcs NpeMMyLLecTBEHHO Ha BHYTPEHHEN Mno-
BEPXHOCTY LLEK 1 OeCHaX.

Xelinum — nopaxeHue KpacHoW KawiMmbl ry6 — npo-
ABMSAETCA NOAYEPKHYTOCTbIO Ooboaka no Kpato rydbl, oT-
EYHOCTbIo, rMnepeMuen. Yalle nopaxaeTcs HUxHAS ryba.
dopMUpyoTCA TPELLMHKM, 3PO3MM UMK S3BOYKK, MOKPbI-
Tbl€ CEPO3HbIMW UMM CEPO3HO-KPOBAHUCTBHIMU KOPOYKaMM
C nocneayoLwmM passutnemM pybuoson atpodum.

MNMopaxeHue cyctaBoB

Y 90% 3aboneslunx HabnmogatTcs apTpanrum B Kpym-
HbIX U MEnKux cycTaBax KOHeYHoCTeW, apTpuT. ApTput
MOXET HOCUTb OCTPbIN, MOAOCTPbLIN U XPOHUYECKUI Xa-
pakTep.

Ona ocmpozo apmpuma TUNUYHO MHOXECTBEHHOE
M Yalle CUMMETpUYHOe nopaxeHue cyctaBoB. Hanbonee
4acTo MopaxakTCH NPOKCMManbHble MexdanaHrosble Cy-
CTaBbl KUCTEN, KOJEHHbIE, FONIEHOCTOMNHbIE U FIOKTEBbIE
CyCTaBbl. XapaKTepHbl BbIPaXeHHble NepuapTUKynsapHbIe
peakuuu, 6onesble KOHTPaKTypbl. CUMATOMbI BbICTPO MC-
YyesaloT nocne Havana neyerus K.

Modocmpeili apmpum xapaktepudyetcs LnNuTesb-
HbIM, BONIHOOOPA3HbIM M HEPEeAKO MPOrpeccupyoLwmmM
TeyeHnem. lNopaxeHHble cycTaBbl 60NEe3HEHHbI, JKCCY-
JaTUBHbIE U3MEHEHUS B HWUX YMEPEHHble, orpaHudeHne
(OYHKLUMM — npexodsiuee, YTPEHHAS CKOBaHHOCTb — He-
NPoAdoIMKUTENLHAS.

[Mpn xpoHuyeckom apmpume opMupyeTcs BepeTe-
HoobpasHas Aedopmaums NPOKCUMAnbHbBIX MexdanaHro-
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BbIX CyCTaBOB nalnbLeB KUCTEN. |-|pl/l PEHTIreHonorn4eckom
ncenenosaHnm anarHoCTUpyoT OCTEeOonopos.

MopaxeHue kocTen

Y 10-15% 3aboneBlmnx pa3BuBaeTCs acenTUYecKuii
HeKpO3 (KOCTHO-XpSILLEBas CEKBECTPaLMS C BTOPUYHBLIM
0CTEOCK1epo30M) anudur3a ronoBkn O6eapeHHON KOCTU.
Opyrue kocTn nopaxatotcs peako. KnmHuueckn nposie-
nsieTcs cTonkon Bomnblo 1 HapylueHnem QyHKLUUKU CycTaBsa.
Y neTen BO3HUKAET 3HAUYMTENBHO peXe, YEM Y B3POCHbIX.

MopaxeHne MbILUL,

Habntopaetcs y 30-40% [peTeit B aKTMUBHOM nepuoae
CKB. Yalue nopaxatotcsi NpokcUmarbHble MblLLbl KOHEY-
HOCTEeW: pa3BMBAOTCA MUANTUKN C BOBMEYEHNEM CUMME-
TPUYHO PACMONOXEHHBIX MbILL, U MONMMMWO3UT, Xapak-
Tepuayowmiicst 6onamn B mbllwuax, 60Ne3HEHHOCTbID UX
npv nanbnauun, yMepeHHbIM MOBbILLEHMEM aKTUBHOCTMU
depmeHTOB MbIleyHoro pacnaga (KOK, anbgonassl).

MopaxeHue cepo3HbIX 06ONOYEK

lNneBspa, nepukapa wnu GprowmMHa BOBREKaTCA B Na-
Tonornyeckuii npouecc y 30-50% 60nbHbIX.

lMnespum — cvMMETPUYHBIN, Yalle cyxon. [pu Bbl-
COKOW aKTUBHOCTV 3aboneBaHns MOXeT HOCWUTb aKccyaa-
TUBHbIN XapakTep. lNpoTekaeT 6eCCUMNTOMHO, HO MOXET
nposiBNATLCA CYyXVM Kaiunem, bonsmu B rpyaHON KneTke.
MNpy ayckynbTauumn BbISBNSETCS LWYM TPEHWS MeBPbI.

Mepukapdum y petel HabnogaeTcs Yalle, YeM y
B3pocnbix. B GonbluMHCTBE crnyyaes npoTekaeT 6e3 spkown
KNMHWYeCKoW MaHudecTaumn 1 obHapyxvBaeTcs TOfb-
Ko npu IOxoKl (ytonuieHne un cenapauus NIMCTKOB 3Mu-
n nepukapga). MNpu BbICOKOW akTMBHOCTW 3aboneBaHus
COMpOBOXAAeTCs CKOMMEeHNeM aKceyaata;, B OTAEMbHbIX
cryyasx npu nosiBNIeHMM MaCcCUBHOTO BbINOTa MOXeT BO3-
HUKHYTb yrpo3a TamnoHagbl cepaua.

Acenmuyeckuli nepumoHUmM CONpPOBOXAaeTCA KIn-
HMYeCKON KapTUHOM ocTporo xusoTa. OTmevaeTcs orpa-
HVYEeHHOe nopakeHue OpPHLWKMHbBI (NepurenaTtut, nepu-
cnnenut). MoryT HabnopgaTbes 6onm B noapebepbe.

MopaxeHue pecnupaTopHOro TpakTa

Habnopaetcs y 10-30% 3aboneBLumx.

Ocmpblii 80/1YaHOYHbIU MHE8MOHUM pa3BMBaeTCs
Nnpy BbLICOKOW aKTMBHOCTM 3abonesaHus. KnvHuuecku
NPOSIBMSIETCS Kalunem, OAbILIKOM, aKpouMaHo30M, ocna-
OneHnemM fbixaHUs M BO3HUKHOBEHMEM XPUMOB B JTETKUX.
Mpy peHTreHorpamn: CUMMETPUYHO PacnofOXeHHbIe
MHUNBTPATVBHbIE TEHW B NETKMX, AUCKOBUAOHbIE aTenek-
Tasbl, NeBpoauagparmancHble Cranku.

XpoHu4eckoe uHmMepcmuuyuasibHOe MopaxeHue
J1e2KUX KNUHUYECKN NPOSIBNSETCA NpusHakamu MeaneH-
HO NporpeccupyroLenn AblXxaTenbHOW He40CTaTOYHOCTY.
Mpwn peHTreHorpadum — ycuneHne 1 gegopmauns UH-
TepcTULManbHOro pucyHka.

Jle2coyHble (anbeeosisipHble) 2eMoppazuu KIMHUYe-
CKM MNPOSIBMATCA OCTPbIM pecnupaTtopHbIM AUCTpecc-
CUHAPOMOM; COMPOBOXAAKTCS BblpaXEHHOW MMNOKCEMMU-

en. Y neteit oTMevatoTca odeHb pefko. MoryT npusectu K
neTanbHOMY MUCxoay.

JlezoyHasi czunepmeH3usi PoOpMMPYETCS B pamKkax aH-
TndpoconunuagHoro cuHgpoma (ADC); y neten Habnoaa-
eTcs pefakKo.

Tpom603 cocydoe u uHghapkm Jsie2kux HabnoaaoTcs
y OeTen kpanHe peako.

MopaxeHue cepaua

PassuBaetcsa y 52-89% 3aboneslunx. Hanbonee yacto
nopaxarTcs 060onoYkM cepaua U MUoKapa, pexe — Ko-
pOHapHbIe cocyapbl.

Mepukapdum (cm. Bbilwme).

Muokapdum xapaKkTepusyeTCsi pacluMpeHnem
rpaHuy cepgua, M3MeHeHWeM 3BYYHOCTU TOHOB, CHU-
KEHMEeM COKpaTUTenbHOW cnocobHOCTM MuoKapaa,
HapylleHneM cepevyHoro putMa M npoBOAUMOCTH,
NOsSIBNIEHNWEM MPU3HAKOB CepaeyHOW HedoCTaTOYHOCTU.
KnuHuyeckne nposiBneHns yaiie cKygHble 1 0BHapy»xu-
BalTCA TONbLKO MPU KOMMNEKCHOM WMHCTPYMEHTaNbHOM
nccnegoBaHum.

OHdAokapdum B nocnegHue roabl Habnwgaetcs
pexe. BbiSBNAT BanbBYNUT MAUTPANbHOrO, pexe —
aopTanbHOro MMM TPexcTBop4aToro KnanaHoB, UMK ero
ncxodbl B BUAE YNNOTHEHUS CTBOPOK. PopmupoBaHume
MOPOKOB CepALa HexapaKTepHO K BCTpeyaeTcs KpanHe
peako.

AmunuyHbili 6opodaeyambili 3HOokapdum Jlubma-
Ha—-Cakca — cneuudunuHbin npusHak CKB. Xapaktepusyet-
cs1006pasoBaHueM GopogaByaTbix HANOXEHUA AUaMeTpoM
1-4 MM B yyacTkax Menkux U3bsisBneHnn saHgokapda. Bos-
MOXHbI MOSIBIEHNe MENKUX nepdopauun CTBOPOK Knana-
HOB U1 pa3pbiB xopd: npy OxoKl™ B aTux cnyyasx BbISBMASOT
BereTaumn Ha knanasax. Habntogaetcs HeyacTo.

KopoHnapum y peten Habniogaetca peako. lMpoTekaet
6eccrMnTOMHO, ANarHOCTUPYETCS Ha OCHOBaHWW MHCTPY-
MeHTanbHoro obcnenoBaHus. B pegkux cnyvasx passuBa-
t0TCS @aHEBPU3MbI KOPOHAPHbIX apTepUn.

MopaxeHune noyek

Hegppum npu CKB KNMMHWYECKM QNarHOCTUPYIOT Y
70-75% peten. Y 6onblunHCTBA OOMBHBIX OH pPa3Bu-
BaeTCs B TeYeHue nepsbix 2 feT ¢ MOMEeHTa Havana
3aboneBaHusl, a npuMepHo y 1/3 — yxe B ero gebtoTe.
Mo knaccudpmkayum BecemmnpHon opraHusaumm 3apaBo-
oxpaHeHus (BO3) BbigensioT 6 TUMNOB NOpPaXeHUst MoYvek
npw CKB (1abn. 2).

MopaxeHune XKT, neyeHn n noagxenyaoyHon xe-
nesbl

Habntopatot y 30-40% petert ¢ CKB. KnuHnyeckn oT-
MeuyaloTCs CHUXKEHWE anneTuTa, TOWHOTa, 6onu B XXUBOTE,
nHorga gvapes. lMpu aHAOCKOMMYECKOM UCCneoBaHUM
BbISBNAT 330haruT, racTpuT /UMM OYOQEHUT; Y YacTu
6ONbHBIX — 3p03UK U A3BBI.

[MopaxeHue KueYyHuKa nposiBNseTcs eemoppazu-
AMU, VHapKTamy 1 HeKpo3aMu nocnegywowen nepdo-
paumen 1 pasBUTUEM KULLIEYHOrO KPOBOTEYEHMUS UMK
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Ta6nuua 2. MNopaxexus noyek npu CKB (Knaccudmkauyms BO3)

KnuHuko-nabopatopHbie

OnucaHue
nposiBneHus
OTcyTCTBIE M3MEHEHWI MO AAHHBIM CBETOBOM,
' VMMYHOMMIOOPECLIEHTHOM 1 3MNEKTPOHHOM MUKPOCKOMM OtcyTcTayioT
ITA Me3saHruanbHbin rnomepynoHedput (TH) ¢ MUHMMaNbHBIMK OrTcyTcTBYIOT

N3MeHeHNsAMI (OTCYTCTBUE CBETOOMTUYECKNX U3MEHEHUI B
BronTaTe NPU HaNUYMKN OTMOXEHNI UMMYHHbBIX KOMIMMEKCOB
B M€3aHrMyMe no AaHHbIM UMMYHO(MHOOPECLEHTHON U
3NEKTPOHHOW MUKPOCKOMMNI)

1B MesaHruanbHbin [H (pasnuyHas cteneHb Me3aHrnansHON MpoTenHypus < 1 r/cyT
TMNEPKMETOYHOCTU C HAMMUYMEM MMMYHHbIX JEeM03UTOB B OpuTpoumnTtbl 5-15 B Nnone 3peHnst
Me3aHrunm)

Ouaroseblii nponudepaTtmsHbin [H (akTnBHOE MK
XPOHMYECKOe, CerMeHTapHOe MM ToTanbHOe, 3HAO- UMK
3KCTpaKanuansapHoe NOBPeXAeHUe C BOBMIEYEHNEM MeEHee
50% kny6o4koB)

MpoTenHypus < 2 r/cyT

. OputpoumnTbl 5-15 B none 3peHnst

MpoTenHypus > 2 r/lcyT
OpuTtpoumnTtbl > 20 B None 3peHust
ApTepuanbHas runepTeH3uns
MNMoyeyHass HEQOCTATOYHOCTb

[nbdysHbi nponudepaTmBHbin [H (Te Ke U3MeHeHus, 4To B
knacce I, c BoBneyernem Gonee 50% knybGo4KoB)

Mem6paHo3HbIn H (paBHOMEpHOE yTOnLeHne 6asanbHON
\Y mMemMbpaHbl KnyboykoB BCneacTBue Cy6anuTennansHoro m
BHYTPUMEMOPAHHOTO OTMOXEHUSI UMMYHHbIX KOMMIIEKCOB)

MpotenHypus > 3,5 r/cyT
CKyAHbIN MOYEBON OCaoK

XpOHWYECKUIA rMOMepPYNoCcKnepos (M dysHbIn 1
Vi CerMeHTapHbIN IMOMepPYIIOCKNepos, atpodus KaHanbLes,
MHTEPCTUUManbHbIN (rbpo3, apTepronocKepos)

ApTepuanbHas runepTeH3uns
[MoyeyHas HegoOCTaTOYHOCTb

nBPMHO3HO-THOWHOIO neputoHuTa. BeTpevaetcs peako,
CYLLECTBEHHO YyXyAllaeT NPOrHO3, onpefenseT pas3sutune
BO/TY@HOYHOr0 abaoMMHANBHOMO KpU3a.

MNMopaxeHne nedYeHn xapakTepusyeTcs 2ermamomeza-
nuei, cenamumom. Npn coyvetaHum CKB u A®C pas-
BMBalOTCA MHAPKTbI NeYeHn, TPOMOO3 NeYeHOYHbIX BEH
(cvHpgpom Bagpa—Knapwm).

MopaxeHue nodxenydoyvHoll xene3bl (NaHKpe-
amum) MoxeT ObITb CNefCcTBMEM MaTONOrMYECKOro
npoueccaB pamMmkax CKB nnu Bo3genctsns 0onbLIMX
noslkK.

MNMopaxeHne HEPBHOW CUCTEMbI

Ouarnoctupyetcs y 30-50% geten.

lMcuxuyeckue HapyweHUss — OCTPbIA NCUXO03 C NOSB-
neHneM NPoAYKTUBHOW CUMNTOMATUKWN B BUAE 3pUTElb-
HbIX WU CMyXOBbIX ranmlouuHaumn; wmsogpeHonogobHble
paccTponcTBa; apeKTUBHbIE CUHAPOMBbI (MaHWaKanbHbINA
1 4enpeccuBHbIN); ABUraTeNbHOe 6eCnoKoCTBO; HapyLUe-
HWUS cHa 1 ap.

OpezaHuyeckuli Mo32080l CUHAPOM — MpPOrpeccupy-
oulee yxyaueHue KOrHUTUBHBIX PYHKUUIA (Namat, BHU-
MaHUs, MbIWMEHNS), 3aMEeTHOE CHWXEHNE WHTENMEKTa,
yXygLleHue ycneBaemoCTW B LUKOSe; yTpaTta onpefenex-
HbIX HaBbIKOB; 3MOLIMOHANbHO-NMYHOCTHLIE PacCTPOR-
cTBa (3MOLMOHanbHas nabunbHOCTb, anaTtus, Aenpeccus,
uHorga andpopus 1 ap.).

lonogHasi 60s1b MOXET HOCUTb MUIPEHENOAOOHbBIN
XapakTep 1 ObITb €AMHCTBEHHLIM NposiBneHneM CKB.

Cy0doposHbIll CUHOPOM — TeHepanu3oBaHHbIe 3MNu-
nenTuopMHblE NPUNAAKM.

Xopesi 00HOCMOPOHHSAS UNU 2eHepasiu30eaHHasl.

TpaH3uMOpHbIe HapyuweHusi M03208020 KP0B80006-
pauwjeHus1 xapakTepusyrTcs 0O6LEeMO3roBoN, 04aroBOW
UM CMeLlaHHOM CUMMNTOMAaTUKOW, COXpaHSAKLWEeNcs He
bonee 24 v.

Nwemuyeckuli uHcynbm HabnwopaeTcs y AeTen 3Ha-
YNTENbHO pexe, YeM Yy B3POCIbIX, U OObIYHO MpK coveTa-
Hun CKB c ADC.

BHympumo3208bie KpO8OU3JIUSIHUS.

lMopaxeHue crnuHHO20 MoO32a (nornepeyHbIl Mu-
esium) NposIBNSAETCA HWXHWM Napanapes3om, HapyLle-
HWEeM YyBCTBUTENbHOCTU B HUXXHEN NONIOBUHE TYNOBU-
wa, Ta30BbIMW PACCTPOMCTBAMMU, BbIpaXeHHON 60nbto
B CMUHE.

lMopaxeHue 4epenHo-M03208bIX HEPEO8 — [Ia3oa-
BUraTenbHbIX, TPOWHUYHOTO, NIULEBOrO UMK 3PUTENBHOTO.

MopaxeHue nepughepuyeckoli HepsHOU cucmembl
npoTeKaeT Mo TUMY CUMMETPUYHON AMCTanbHOW, MPEenMy-
LeCTBEHHO CEHCOPHON, MOMMHENpONaTUK, PEAKO — MHO-
X€CTBEHHOW MOHOHenponaTuu.

B oTgenbHbIX cnyvasx passuBaeTcs CUHAPOM [uite-
Ha—-bappe (ocTpas BocnanuTtenbHas NONUPagUKynoHew-
ponarus).
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MopaxeHue opraHa 3peHns

Bctpeyaetcs goctatouHo pegko — y 3-5% 3abo-
neBwmx. KnvHU4eckn MoXeT NposiBNATLCS B BMAE 3MNU-
cKknepvTa, UpUOOLMKNUTA, HEBpUTa 3pPUTENBHOTO HEpBa,
pPeTVHOBACKYNuUTa (OKKIIO3MS COCYAOB, CyBpeTUHanbHbIN
N peTuHanbHbI OTEK, remopparum), nponudepaTMBHON
PEeTUHONATUN U HapYLUEHUS 3PEHMS.

AHTUdOoChONMNNAHLIN CUHAPOM

Y peteric CKB npu passutum A®C Hanbonee 4acto
(44%) HabnogaeTcs TpombO3 Menkux cocyaoB. BeHos-
Hble TpoM6Oo3bl pa3suBatoTca y 28% nauueHToB, apTe-
puanbHble — y 25%, cMelwaHHble — Yy 3%. XapakTtepeH
peunavBupylowmin Tpombo3 cocygoB nboro kanubpa m
nokanusaumu. JT0 onpeaenseT WUpPOTy CNekTpa ero Knu-
HWUYECKNX NPOSIBNEHWMN.

TEYEHME

TeueHne 6HonesHun 0ObIYHO BONHOOGpa3Hoe, C yepe-
[JOBaHMEM NepunoaoB 0060CTpeHWU 1 pemuccuii. B uenom
CKB y neTteit otnmyaetcst 6onee ocTpbiM Havanom u tede-
Huem, bonee paHHen 1 BypHOW reHepanusauuen u MeHee
GnaronpusTHBIM MCXOA0M, YEM Y B3POCTIbIX.

OCNOXHEHUA

MoyeebidenumenbHasi cucmema: apTepuanbHas -
NepTEH3NsI, NOYeYHast HeJOCTaTOYHOCTb.

CepdeyHo-cocyducmasi cucmema:
KapavomuonaTus.

UmmyHHas cucmema: yacTble NHMEKUMOHHbIE 3abo-
neBaHuWs, (YHKUMOHANbHAs acnneHusl, 3110Ka4yecTBEHHbIE
HOBOOGpa3oBaHMs.

CKeslemHO-MblWeYHasi cucmema. 0CTeornopos, KoM-
MPECCUOHHbIE NEPENOMBI.

OpeaH 3peHust: kaTapakTa, rnaykoma, cnenora.

OHOokpuHHasi cucmema: puabeT, 3aepXkka pocTa,
MOSIOBOrO PasBuTUSl, OXUPEHUE, HeBblHaLLIMBaHWe Gepe-
MEHHOCTH.

aTepockrepos,

AUWATHOCTUKA

INNabopaTtopHble uccnegoBaHus

KnuHuveckuli aHanu3 kpoeu: ysenuuernne COJ, nen-
KOMEeHMs1 C MMMAOoNeHNen, TPOMOOLMTONEHNS, TEMONUTU-
Yyeckasi aHeMusl C NONOXMUTENbHON peakumen Kymbea.

Buoxumuyeckue u ummyHosio2uyeckue ucciedoea-
Husl Kposu

AHmuHykneapHbil ¢hakmop BbisiBnseTcs y 95% 6onb-
HbIX; CNeundUYHOCTb NpU3HaKa HEeBenuKa, MOCKOMbKY OH
Hepenko ObiBaeT MOMOXUTENbHBIM Y BOMbHBLIX C OPYTUMHA
peBMaTUYECKUMMN N HEPEBMATMYECKMUN 3a00NeBaHUSAMU.

AHmumena k dsycnupansHolt [JHK BbisensitoTcs 'y 40—
70% BonbHbIX; BbicOKOcneungmnyHbl ans CKB, nx ypoeHb
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00bIYHO KOPPENMPYET C aKTUBHOCTBIO BOMYAHOYHOIO He-
puTa.

AHmumena K eucmoHaMm Bonee xapakTepHbl Ans ne-
KapCTBEHHOro-BON4aHO4YHOMOA406HOro  CMHAPOMA; Mpu
CKB — accouurpoBaHhbl € pa3BuTUEM apTpuTa.

AHmumena Kk Sm-aHmueeHy BbisBnatca 'y 20-50%
60onbHbIX; BbiCOKOCNeLMdpnyHbl ans CKB.

AHmumena « PHK-nonumepa3e (Ro-aHmueeHy) u npo-
meuHy, exodswemy 8 cocmas PHK (La-aHmuzeHy), meHee
cneunduynbl  ans CKB; accoummpoBaHbl ¢ NMMAONEHNeN,
TpombouuToneHnen, oToaepmMaTUTOM U NeroYHbIM hu-
Bposom. Ux obHapyxusatoT y 60-80% 60nbHbIX C CUH-
apomom LerpeHa; xapakTepHbl Ans 6OMbHEIX NOAOCTPON
KOXXHOW W1 NeKapCTBEHHON BONTYAHKON.

AumucpocghonunudHbie aHmumena (AT K kapduonunu-
Hy, AT K B2-enukorpomeuHy |, 8014aHOYHbIU aHMuKoaey-
nsiHM) obHapyxmBatotcs Yy 50-60% geten ¢ CKB u, kak n
NOXHONOMOXMTENbHasA peakuusa BaccepmaHa, aBnsTCS
cepornornyecknMmn mapkepamu stopuyHoro A®C.

PeemamoudHbil hakmop HEepPEeaKo BbISBNAT Y AeTen
¢ CKB c BbipaxeHHbIM CyCTaBHbIM CUHAPOMOM.

CHuxeHue obwel eemonumuyeckoll aKmueHOCMU KOM-
nnemeHma (CH50) n ero komnoHeHToB (C3, C4) 0bbl4HO
KOppenupyeT C aKTMBHOCTbIO BOMYAHOYHOTO Hedputa, B
OTAENbHBIX Cryvyasx MOXET ObITb CrieACTBUMEM FEHETUYe-
CKW JeTepPMUHMPOBAHHOTO AeduumTa.

KnuHuyeckul aHanu3 MoYu. NMPOTEUHYPWUS, remary-
pusi, NENKOLMUTYPUS, LUNUHAPYPUSI.

WHcTpyMeHTanbHbIE UccnenoBaHUA

9T npusHakn nwemunn mmokapaa.

OxoKI™: Y3-npusHaku nepukapguta, MUOKapAuTa, 9OH-
fJokapauTa, BanbBynuTa.

Y3U opeaHoe 6prowHOl nosocmu, Mo4YeK. renarto-
Meranus, CnieHoMeranus, yBenuueHue MOMKENyAOYHOM
XEenesbl, yBENUYEHNE MOYEK, N3MEHEHWNE 3XOTEHHOCTW Nna-
PEHXMMATO3HbIX OPraHoB, HApyLUEHWE KPOBOTOKA, >XKUA-
KOCTb B OpOLLHOM NONOCTH.

KT opzaHoe epydHol Knemku. NMHEBMOHUT, NIeBpPUT,
MHAPKT MErKoro.

KT u MPT 6prowHol nonocmu: MHGapKTbl NapeH-
XMMaTO3HbIX OPraHoB, OKKJHO3Ms1 COCYAOB, renatome-
ranusi, cnieHomeranusi, yBenu4eHue MOMXKENYLOYHOM
Xenesbl, yBeNMYEHNE NOYEK, U3BMEHEHNE CTPYKTYphI
NapeHXMMaTO3HbIX OPraHoB, XUAKOCTb B OPHOLIHONM No-
nocTw.

KT u MPT 20108H020 M0O32a. KPOBOW3MUSHUS, NH-
CyIbT.

JeyxaHepeemuyeckasi peHMeeHo8CKass OCMEeo-
deHcumoMempusi; CHWKEHNE MUHEPAnbHOW MIOTHOCTU
KOCTHOWN TKaHW.

330¢pazo2cacmpodyodeHockonus: racTpuT, 330daruT,
OYOOEHUT; y NauueHToB, nony4vawwmux Tepanuio K, moryT
BbISIBNATLCS 9PO3UM U 3Bbl BEPXHUX OTAENOB XKenyaou-
HO-KMLLEYHOTO TpaKTa.

KonoHockonusi. Hecneuuduyeckoe BoOcCnaneHne Ku-
LeYHMKa.

Anekmpomuoepacghusi (Mo NoKasaHUsIM); MAO3WT.
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KPUTEPUUN OUATHOCTUKU

Ins yctaHoBneHuss guarHoza CKB Haubonee LIMpPOKO

UCMONb3YI0T KNaccUUKaLMOHHbIe KpUTepun AMepuKaH-

CKOW Komnneruu peBmMaTonoroB

(tabn. 3). YyscTBUTEND-

HOCTb [aHHbIX KpuTepueB cocTaBnset 78-96%, a crneu-
nmyHocTb — 89-96%.

AugbheperyuanbHbili duazcHO3 HEOOXOAUMO MNPOBO-

OnTb CO criegyowmmn 3aboneBaHNsIMu;

peBMaTuyeckme 6onesHu (cuctemHbin FOUA, toBeHUMb-
HbI epMaToOMMUO3UT, OCTpasi peBMaTuyeckast JINMXo-
pagka, 6onesHb LleHnenHa-TeHoxa, nepBuyHbIi ADC,
y3€eJIKOBbI MONMapTEPUNT, MUKPOCKOMNMYECKUIA MOMK-

remaTtornormyeckne 3abonesaHus (remonuTmyeckas
aHemusi, vguonaTuyeckas TpomboLmToneHyeckas
nypnypaj);

numdonponudepatuBHele  3abonesaHns
Hynemaros, numcoma);

nHekumm (boppennos, unu bonesHb JlaiMa; BUPYCHbIe
renatnTbl B 1 C ¢ BHENEYEHOUHBIMW MPOSIBNIEHNUSMM; TY-
Gepkynes; cugunuc; nepcuHnos; BY-undekumns n gp.);
BOCNanuTenbHble 3aboneBaHus KuLeyHuKa (Hecneu-
NNYECKNIA A3BEHHBIV KOJNIUT C CUCTEMHBLIMU MPOSBIIE-
HuamK, 6onesHb KpoHa);

6onesHn noyek (rmomepynoHedpuT 1 ap.);
MHGEKLMOHHbBIM HAOKAPAWT;

nekapcTBEHHAs BOSYaHKa;

(numdorpa-

@HIMUT, CUCTEMHbIN CKMEPO3 U Ap.); napaHeonacTM4YeCKUi BONYaHOYHOMOAOOHBIN CUHAPOM.

Tabnuua 3. Kputepumn amnarHocTtukm CKB (AMepukaHckas konnerust peesmartonoros, 1997)

Kputepum OnpepeneHue

1. Bbicbinanusa B CKyrIOBOVI q)VIKCVIpOBaHHaFI aputema: nfiockaa nnu npunogHMmMmarlanca Ha CKyJroBbIX Ayrax c
obnactn TeHOeHUMen K pacnpoCTpaHeH0 Ha Ha3onabuanbHble cknagkm

OpuTemaTosHble NpUNogHMMaroLLMecs: GrsILLIKK C KepaTOTUYECKUM HapyLLEHUEM W
chonnukynspHbiMM NpobkaMu; Ha CTapbix 04arax MOryT BCTpevaTbCs aTpodmyeckme
pyBumKm

2. QnckongHble
BbICbINaHNSA

KoXHble BbiCkINaHust Kak pe3ynbrat HeoBbIYHOM peakuyn Ha MHCONSLMIO, MO AaHHbLIM

3. oToceHcHbUNM3aumsa
daHaMHe3a unm Haﬁﬂ}OﬂeHMﬂM Bpaqa

£13Bbl BO PTY MMM HOCOMMOTOYHOM 06nactu, 06bi4HO 6e360ne3HeHHbIe, BhISBNSET Bpay

4. £13Bbl NONOCTM pTa
npu ocMoTpe

Heapo3uBHbIN apTpuT = 2 nepudepnyeckux CycTaBoB, XapaKTepuayLnncs

5. ApTtput

60ne3HEHHOCTbLI0, MPUMYXNOCTHI0 UMW BbINOTOM

MneBpuT (NNeBpanbHbie 60nM B aHamMHe3e, LWyM TPEHUS MNEBPbI MPW ayCKynbTaumm,
6. Cepoant nnespanbHbIi BbINOT), N/nnu

MNepvkapauT (LWyM TpEHWs nepukapaa, BbinoT B nepvkapae, Kr-npmaHakm)

Cronkas npoteuHypus > 0,5 r/cyT, unm

7.TopaxeHne no4vek
LnnmHapypust (spuTpoumTapHble, reMornobnHOBbIE, 3€PHUCTbIE, CMeLLaHHbIe LINMHOPbI)

8. HeBponoruyeckne
HapyLleHus

Cy[oporu v Ncrxo3, He CBSA3aHHbIE C NPYEMOM N1EKapCTB UM MeTaboInyeckumm
HapyLIeHUSMK, BCNeACTBUE YPEMUK, KeToaLuao3a, dNekTpoNuTHoro AuctanaHca

[emonuTuyeckas aHeMus ¢ PETUKYIOLMTO30M

Nenkonenus (< 4,0 x 10%n) npu 2 unu 6onee onpeaeneHnsax
Numdponenus (< 1,5 x 10%n) npu 2 unu 6onee nccreaoBaHMax
Tpom6ouunTonexns (<100 x 10%1), He cBA3aHHas C NPUEMOM NEKapCTB

AHTUTEna K HaTtuBHON [HK B NOBbLILEHHBIX TUTPaX

Hanuuune aHtUTEN K SM-aHTUrery

Hanuuve A®JT:
1) noBbIWEHHbIN TUTP aHTUTen K kapaumonunuuy (IgM unm 1gG);
2) BbISIBNIEHME BOTYAHOYHOMO aHTMKOarynsHTa ctaHgapTHbIM METOA0M;
3) noxHOMonoXuTeNbHasa peakuns BaccepmaHa B TeueHne He MeHee 6 Mec npu
OTCYTCTBUM Cucbunmca, NOATBEPKAEHHOIO C MOMOLLbBIO peakLm uMMobunusauum
GneaHon TpenoHeMbl Unu B TecTe abcopbumm droopecLMpyoLLmMX
AHTUTPENOHEMHbIX aHTUTEN

MNoBbiweHne TMTpa AH® B TecTe UMMYHOMOOPECLIEHLUM UMK B OPYFOM CXOLHOM
TeCTe, He CBSI3aHHOM C MPUEMOM IEKAPCTB, CMOCODOHLIX BbI3bIBATb JIEKAPCTBEHHYHO
BOMYaHKy

9. lematonornyeckue
HapyLweHusa

10. MMMyHHblE
HapyLLeHuns

11. AHTUHYKINEeapHbI
dakTop (aHTUHYKNeapHble
aHTuUTENna)

Mpwu HanM4uMmM y 6onbHOro 4 unu 6onee Npu3HakoB B N060M coyeTaHmmn guarHo3 CKB cuuTtaetca
[OCTOBEPHbLIM, NPU HanMuuu 3 NPU3HAKOB — BEPOSATHbIM
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NMPUMEPbI OUATHO30B

= [Ilpumep Ne 1. CuctemHast KpacHass BOfYaHKa, OCTpoe
TeueHwue. JTionyc-HedppuT, IV TUN, HEPPOTUYECKNIA CUH-
Apom. NaHuuToneHus.

= [lpumep Ne 2. CuctemHas KpacHasi BOnyaHka, yme-
peHHas cTeneHb akTUBHOCTW. lonepeyHbli MMenuT ¢
pacnpocTpaHeHueM ¢ ypoBHsa C6 oo nepudpepuyeckux
OTAENOB Ha YPOBHE KOHYCA, HWXHSASA BAMas napanne-
rMs, HapyLleHne GyHKLUUM Ta3oBbIX OpPraHoB Mo nepu-
hepunyeckomMy TUny, aHecTeans ¢ ypoBHSa TH-8.

OueHka akTnBHocTn CKB

OueHka Bpa4yom aKkTUBHOCTU 6OME3HW MO BU3yanbHOM
aHanoroBon LIKane.

[lns Gonee TOYHON OLEHKM COCTOSIHWS MaLMEHTOB Mpw
OVNHaMn4eckom HabnogeHUN CNoNb3yT pasnuyHble
GannbHble nHaekebl («MpunoxeHune):
< SLEDAI (The Systemic Lupus Erythematosus Disease

Activity Index);
= SLAM (The Systemic Lupus Activity Measure);
< BILAG (The British Isles Lupus assessment Group

Index);
= ECLAM (The European Consensus Lupus Activity

Measured).

B negnatpuyeckon peBmaTonorMy 4alie MCnonb3yrT-
cst wkanbl SLEDAI n BILAG.

OueHka noBpexAeHUsi BHYTPEHHUX OPraHoB U CU-
cTem

WNHpekc opranHoro nospexaexus (SLICC/ACR Damage
Index).

NEYEHMUE

HemeoukameHTO3HOE neyeHue

Pexxum. B nepuogbl o6ocTpeHns 3abonesaHus cne-
OyeT orpaHuunBaTh ABUraTenbHbIN pexum pebeHka. Pe-
KOMEHAOYEeTCs COXpaHsATb MPSIMYIO OCaHKy Mpu xonbbe u
CUIEHWUN, cnaTb Ha XECTKOM MaTpace M TOHKOW NoAYyLUKe.
WckniounTb ncrxoaMouuoHanbHble Harpysku, npebbiBa-
HWe Ha comnHue.

HAuema. Y 6onbHbIX € cuHapomoM KylumHra Lenecoo-
OpasHo orpaHuyeHue noTpebneHus yrneBodoB U XMUPOB,
npeanovTMTEnbHa OenkoBas AveTa. YnoTpebnewue npo-
LYKTOB C NOBbILUEHHLIM COAEPXKAHUEM KanbLmMs U BUTAMU-
Ha D ans npodumnakTikm octeonoposa.

JleyebHass ¢puskynbmypa. JleuebGHas u3kynbTypa,
maccax B nepuogbl HM3KOW akTUBHOCTU U peMuccuun 3a-
boneBaHus.

MepukameHTO3HOE fieyeHue
Inrokokopmukocmepoudsi (2C). MNpn BLICOKON U KpU-
30Bow akTuBHocTu CKB pnosa npedHu3onoHa BHYTPb CO-
cTaBnsetr 1-1,5 mr/kr B cyT (He ©onee 70-80 mr/cyT).
[nutensHOCTb Npuema MakcuMarnbHOW [03bl COCTABNSET
8-10 Hep, 3aTeM 03y NOCTEMEHHO MEASIEHHO CHWXKALOT

0o nogaepxusatowen — 0,2-0,3 mr/kr B cyT. Onutens-
HOCTb MprYeMa COCTaBnSiET HECKONbKO neT. MNpu pa3BuTum
060oCcTpeHuns 3aboneBaHns [o3a NpPegHU30sIoHa MOXeT
NOBbILLATLCS A0 MaKCUMarbHOMN.

Mpu ymepeHHon aktuBHocTu CKB go3a npegHu3onoHa
coctaenset 0,7-1,0 Mr/kr B CyT, ANIMTENbHOCTb MpueMa —
6-8 Hep C NOCTENEHHbIM CHXXEHWEM 403bl 40 NOAAEPXKU-
Batowen — 0,2-0,3 mr/kr B cyT. AnutensHocTb npuema —
HECKOJbKO fneT.

Mpn Huskon aktmBHocTM CKB go3a npegHun3oroHa
coctasnset 0,3-0,5 Mr/kr B cyT, ANMTENBHOCTL MpueMa —
4-6 Hep, 3aTeM 03a CHPKAeTCA A0 Noaaepxusarolien —
0,2-0,3 mr/kr B CyT.

Mynsc-mepanus K (2C). HasHayeHue CBEpPXBbICOKUX
[03 MeTUNNPeaHN30NoHa BHYTpuBeHHO B Ao3e 10-30 mr/
Kr B cyT (He 6onee 1000 mr/cyT) B TeyeHue 3-5 nocnepo-
BaTeNbHbLIX AHEN B 3aBUCMMOCTW OT TSXKECTU COCTOSIHUS
©0nbHOrO.

UmmyHodenpeccaHmbl. HasHayalTcs Mpu BbICOKO-
aKTUBHOM Hedpute, Tshkenom nopaxerHun LIHC, pesu-
CTEHTHOCTY K npeAawecTsytowen Tepanum MK nnm Heobxo-
AMMOCTU YCUNEHUS UMMYHOCYMNPECCUBHOW Tepanuu npu
HanMuMu BblpaXeHHbIX MobouHbIX addekToB K, a Takke
C uenbto peanu3auun crtepoupcbeperarowiero agdekta u
nogaepxaHus 6onee CTOMKON PeMUCCUm.

Luknogpochamud (2C) npumensieTca npu CKB BbiCOKON
aKTUBHOCTU, BONYaAHOYHOM HedpuTe, nopaxkeHun LIHC,
nonuceposute, pedpaktepHom k K. Mpenapat per 0s Ha-
3HavatoT B fose 1,0-2,5 Mr/kr B CyT B Te4eHUE HECKOMNbKUX
MecsaueB unu B Buae nysnsc-mepanuu B fose 0,5 (0,75-1,0)
r/M? Ha BBefieHMe 1 pa3 B MeC C anbHENLLMM YBenuieHu-
€M NpoMexyTka Mexay UHY3USMK.

AsamuonpuH (2C) HasHayaeTCca NpU WHOYUUPOBaH-
HOW umknodochamMmaoMm unu OpyrumMmu MMMyHoaenpec-
caHTaMy peMMUCCUN BOMYAHOYHOro Hedputa, Ans ne-
YEeHUs1 CTepoua3aBUCUMbIX U CTEPOUAPE3UCTEHTHBIX
B6onbHbIX C MeHee TsxenbiMu BapuaHTamu CKB (Tpom-
OounTONEHMEN, BbIPaXXEHHBIM U PacnpoOCTPaHEHHbIM
KOXXHbIM CUHAPOMOM W Ap.). [puMeHs0T per 0s B Jo3e
1,0-3,0 mr/kr B CyT NOA KOHTPOSIEM 4YMCna NENKOLNTOB
(2 4,5-5,0 x 10%n).

Huknocrnopus (2C) nokasaH npu CTepouapesncTeHT-
HOM WM PeLVAUBMPYIOLLEM CTEPOMA3ABUCUMOM Hedpo-
TUYECKOM CUHOPOME, 00YCINOBMNEHHOM MEMOPaHO3HbBIM
BOMYaHOYHbIM HedpuToMm (V Knacc), a Takke npu Tpomobo-
LMTOMEHUN, aHEMUU, KOXKHBIX U3MEHEHNUSX, MONMCEPO3M-
Te, pecppaktepHoM k K. HasHavatoT per os B fose 2,0-5,0
MF/KT B CyT.

lpenapambi MukogbeHonosol kucnoms! (2C) npume-
HSOT MPU HEBO3MOXHOCTW MPOBOAUTL JIEYEHUE LIMKIO-
ochamnaom B cBSI3M C pas3BUTUEM MOBOYHBLIX IPDEKTOB
WIN HEeXENaHWEM NauMeHTa, a Takke 4Ns NoaaepKaHus
WHOYLUMPOBAHHOW LyKnodgocdaMmaom peMmmccum Bonya-
HOYHOrO HedpuTa, ONs MHAYKUMM PEMUCCUM B Cryyvasx
He3ahPEeKTMBHOCTM LmMknodochammaa unu apyrmx UMmy-
HOZENPEeCCaHTOB U AN KYyMUPOBaHWSA  3KCTpapeHanbHbIX
nposienieHnit CKB npu pe3ncTeHTHOCTU K APYrUM LIUTO-
cTaTuKam.
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MwukodheHonata MoeTun Ha3HayalT per oS B [o3e
600 Mr/mM? 2 pa3a B CyT; MUKO(DEHOMOBYIO KUCHOTY — per
0s B gose 450 Mr/m? 2 pasa B CyT.

Memompekcam (2C) npyMEHSOT NPU HETSKENbIX KHE-
noyeyHbix» BapuaHtax CKB C pesnCTeHTHbIM KOXHbIM U
MbILLEYHO-CYCTaBHbIM CUHAPOMOM Ans 6onee ObICTporo
OOCTMXKEHUST peMuccun u cHuxenns gosbl K. HasHavatot
per 0s B nose 7,5-10,0 Mr/m? Ha npuem 1 pa3 B Hefl B TeYe-
Hue 6 mec n bonee.

AMUHOXUHOUHOBbIe rpenapamel (1B) HasHavaT ecem
nayueHmam ¢ CKB B kombuHauum ¢ TK. MpumeHsoT rm-
OPOKCMXMOPOXMH per 0s B o3e 100—400 mr/cyT (He Bonee
5,0 Mr/kr B CyT) unu XnopoxuH per os B gose 125-250 mr/
cyT (He Bonee 4,0 Mr/kr B cyT).

UmmyHozanobynuH yenoeeyeckuli HopmanbHbil (2C)
BKITIO4AIOT B CXEMy Tepanuu npu TskernoMm obocTpeHum,
BHEMOYEYHOW naTonornm (TpoMOGoLMTONEHUS, NOpaxe-
Hue LIHC, pacnpocTpaHeHHOE NopaxeHne KOXW 1 Crn3u-
cTbix obonoyek, A®C, nHeBMOHMT) B fo3e 0,2 I/ Kr Ha KypcC.
Mpn MHDEKLMOHHBLIX OCNOoXHeHusax — B go3e 0,4-2,0 r/kr
Ha KypcC.

leHHO-UH)XeHepHble 6uosiocuyeckue npenapamaol
(2C) HasHavaloT NpU BbICOKOW aKkTUBHOCTK 3abonesa-
HUsi ¢ nopaxeHuem nodyek, LIHC, neroyHbim Backynu-
TOM, TPOMOOLMTONEHNEN, PE3UCTEHTHON K CTaHAApPTHOM
KOMOMHMpOBaHHOW Tepanuu. [pumMeHsaT pumykcumab
BHYTPMBEHHO B A03e 375 Mr/M? Ha BBefeHune 1 pas B
He[ B TeyeHue 4 nocnefoBaTenbHbIX Hedellb Unu B J03e
750 mr/ M2 Ha BBeAeHVe ABax bl C UHTEPBaNoM 14 aHei.

lMpenapamel, oka3bigarowjue enussHUE Ha MUKPO-
YupKynsyuro

Mexmokcupunnux (2C) npumeHstoT npu CKB ¢ nposs-
NeHnsMn BackynuTa, nopaxeHmem nodek n LUHC. MNpena-
paT Ha3Ha4alT BHYTPMBEHHO B 03e 20 Mr Ha 1 rof XXu3Hu
B CyT, pasfeneHHon Ha 2 npuema. VHdy3um npenapara
NpoBOAATCS B TeuyeHne 12-14 gHen, nocne yYero naumeH-
Ta nepeBoASAT Ha nepoparnbHbIi Npuem npenapata B TOM
e pose. NpogomKUTENbHOCTb NEYEHNsT AomkHa ObiTb HE
MeHee 6-12 mec.

Hunupudamon (2C) npumensietca npu CKB ¢ npo-
SBMNEHUSAMMN Backynuta, nopaxeHuem nodek, UHC. lMpe-
napaTt HasHavaeTcs B 403e 5 Mr/kr B cyT, pasgefieHHoN
Ha 2-3 npuema. [pogoMmKUTENBHOCTL fleYeHna — He
mMeHee 12 mec.

lpenapamsbi npocmaanaHOuHO8 NPUMEHSIOT MpU Ka-
Tactpopuueckom ADPC. Annpocmadun (2C) HasHavaloT
B CYTOYHOW [03e 6 HI/KF B 4ac, pasfeneHHon Ha 2 npu-
ema. lNpenapat BBOAUTCS TONbKO Yepe3 MHdy3omart, co
CKOPOCTbI0 He MeHee 50-75 mn/y, B Te4eHne He meHee
2 9. [InuTenbHOCTb Tepanuu coctaBnseT 14 gHen, 3atem
[Jo3a npenapata cHwkaetcs 00 3 Hr/kr B yac. VHdy3un
npogormKkatoT B TedeHne 3 AHen, nocrne Yero npenapar oT-
MeHsieTcs. Bo n3bexaHne pasBuUTUSI HexemnaTenbHbIX SB-
NEHNN (peskoe CHWXeHWe apTepuanbHOro [aBfeHusi, IKC-
Tpacuctonus, Taxu-, 6pagukapavs) BBeAEHWe npenaparta
NPOBOAMTCS TONbKO MPU MOCTOSAHHOM MOHUTOPUHrE OKT.

HuskomonekynsapHbie 2ernapuHbl (2C) NnpuMeEHSAIT
npu katactpogpuyeckom ADC. HasHauawTcs CTPOro

noaKoXxHo B fo3e 65-85 ME/kr B cyT. AnutenbHOCTb
npuMeHeHus — 2—4 Hega.

B cnyyae HeobxogMMOCTV NPOBOAST MOHUTOPUHT MPO-
TUBOCBEPTbLIBAKOLLEN AKTUBHOCTU HU3KOMOMNEKYNSAPHbIX
renapuHoB Mo YPOBHIO aHTK-Xa. 3abop 0bpa3uLoB KpoBU
AN 3TOrO OCYLLECTBAAT Yepe3 3—4 4 nocne MHbEKLUNN,
Korga [oCTuraeTcsl MakCMMarbHbI YPOBEHb aHTU-Xa ak-
TUBHOCTW B nnasme KpoBu. Lleneson ypoBeHb aHTU-Xa B
nnasmMe KpoBu fomkeH ObiTb B npegenax 0,2-0,4 ME aHTu-
Xa/mn. MakcumanbHbId gonycTumbld ypoBeHb — 1,0-1,5
ME aHTu-Xa/mn.

AHmukoaeynsHmbl - Henpsimozo Oeticmeus (2C). Mocne
3aBepLUEHNS TepanuM HU3KOMONEKYMAPHBIMA renapuHamm
C uenbio NpounakTukn TPOMOOTUYECKNX OCTIOXKHEHWNN
nauueHTaM HasHavalT aHTUKOarynsiHTbl HemnpsiMoro Aeu-
cTBus — BapdapwvH. [o3y npenapata KOHTPOMMPYKT Mo
YPOBHIO MEXAYHAPOAHOrO HOPMAanmn3oBaHHOMO OTHOLLE-
Hus (MHO). Pekomenayembit kopuagop MHO coctasnsert
2,0-3,0.

Conymcmeyrujee sneyeHue. Hapsagy ¢ ykasaHHOMN
Tepanuer B neveHun CKB no nokasaHusM ucnonb3ytot
rmnoTeHsmBHble J1C, anypeTukun, aHTMbuoTuku, J1IC ans
NMPOMUNAKTUKN N NEYEeHUs ocTeonoposa U OpYyrue CUM-
ntomatudeckue JIC.

Xupypruyeckoe re4eHue
MNoka3zaHus:

= MpoTe3npoBaHNe CyCTaBOB B Cry4ae pa3BuTUS acen-
TUYECKOro HeKpo3a KOCTU;

= TpaHCnnaHTauus noYek npwu OTCyTCTBUWM BOCCTAHOBME-
HUS DYHKLMM NOYeK Yepe3 2 roga oT Havana remoaua-
nu3a npu HedpponaTuu.

BEAEHWE NALUMEHTOB

1. Bcem petam — odopmneHue cratyca «pebeHOK-WH-
Banuay.

2. ObyyeHne Ha OOMY MoOKas3aHO AeTAM, MONyYarLmnm
FMBrl.

3. Bo Bpemd nocelleHuns WKOMbl He NokasaHbl 3aHATUSA
thuskynbTypon B 0bLien rpynne.

4. Bansitus JIOK B cTagnm pemuccumn 60nesHn co cneum-

anucToMm, 3HaKOMbIM C OCODEHHOCTAMM NaTONOrUMN.

[poTnBonokasaHbl:

BaKLUWHaLUMS;

BBEJEHNE raMma-rnobynmHa;

nHconaums (npebbiBaHne Ha CONHLE);

CMeHa Knumara;

nepeoxnaxaeHve (B TOM Yucre KynaHue B BOOAOEMAX);

dmanyeckme 1 ncmxmnyeckne TpaBmbl;

KOHTaKTbl C AOMALUHUMMN KNUBOTHbLIMU;

neyeHne NMMYHOMOAYNATOPaMu.

OObyuyeHue 60nbHOro

BonbHON 1 ero poguTenu [OMKHbI 3HaTb 06 OCHOB-
HbIX KIIMHUYECKUX MpU3Hakax, xapaktepe 3aboneBaHus,
thakTopax, npooumpyowmx oboctpeHne. OHM LOIMKHbI
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ObITb feTanbHO MHOPMUPOBaHbI 060 BCEX AOCTOMH-
cTBax M NoboyHbIX agdekTtax JIC, HeobxoanMocCTH pery-
ngpHoro npuema npenapatos. CrnegyeT MHCTPYKTUPO-
BaTb 60OMbHbLIX O BaXHOCTW TWATENBHOIO PErynapHoro
MOHUTOPUHIa npoBoauMon Tepanuun. Npu nosiBneHun
No60oYHbIX 3h(HEKTOB NALMEHT JOMKEH 3HATb O Mocrne-
[OBaTeNbHOCTN CBOUX OEWUCTBUI (BPEMEHHOM OTMEHE
JIC n obpaweHun k Bpayy). Heobxoanmo obyyeHmne
cammx NauueHToB U MX poauTenel HaBblkaM eXefHeB-
HbIX TPEHMPOBOK, @ TaKXe YMnpaXHEeHWaM e4yebHoN

PU3KynbTYpbI.

BeageHune naymeHToB

B CTaLMOHapPHbIX YCNOBUAX
CneunannavpoBaHHas, B TOM YMCII€ BbICOKOTEXHO-

norMyHas, NoMoLLb OKasblBaeTcs B AETCKOM peBMaTosio-

rMyeckomM OTAeNeHun MeuLUMHCKON opraHusauun, rae
npeayCMOTPEHO Hanuyune:

= OTAEeneHns aHecTe3nonorum n peaHuMaTonorum unm
6noka (nanaTbl) peaHMmMauuM 1 MHTEHCMBHOM Tepa-
nuu;

= MMMYHOMOrMYeckon nabopatopun C NPOTOYHbLIM Lu-
TobryopumeTpoM 1 obopynoBaHuem Ansi onpenene-
HUA MMMYHOMOIMMYECKMX MapKepoB pPeBMaTU4eCcKmX
bonesHen;

= OoTOeneHus ny4yeBon AUArHOCTUKK, BKOYAA Ka-
OVHET MarHUTHO-pPE30HAHCHOW U KOMMbHTEPHOMN
TomMorpadgum ¢ nporpammoin Ans uccnefoBaHus
CYCTaBOB;

= 9HOO0CKOMUYECKOro OTAENEHUS.

[MomoLllb oka3sblBaeT Bpay-peBmMaTornor, COOTBEeT-
cTBytowmnn KeanudukaumoHHsiM TpeboBaHusim K cre-
uManuctam C BbICLUMM U MOCMEBY30BCKUM MEAULNH-
CkMM UK apmaueBTMyeckuMm obpaszoBaHueM B cgepe
34paBOOXpPaHEeHNs No cneumnanbHOCTU «peBMaTono-
rmsy 06e3 npegbsBrneHus TpeboBaHW K cTaxy pabo-
Tbl ([Mpuka3 MuHagpascoupassutus Poccum ot 7 nons
2009 1. Ne 415H € M3MEHEHUAMW, BHECEHHBIMW NPUKA30M
MuH3gpaBcoupa3sutus Poccum oT 26 aekabps 2011 .
Ne 1644H; MNpukas MuH3gpascoupassutua Poccum ot
23 nions 2010 r. Ne 541H).

ObcnedosaHue U neyeHue nauyueHmos nposooumcs 8
coomeemcmeuu co cmaHOapmom crieyuanu3uposaHHol, 8
m.Y. 8bICOKOMEXHOM02UYHOU, MeduyuHcKoU nomouju 60osib-
HbIM C CUCMEMHOU KpacHOU 80n4aHKoU 8 yCrosusix cmauyu-
OHapa urnu GHe8HO20 cmayuoHapa:.

* [eTsM C BbICOKOW N cpefHeln CTeneHb akTUBHO-
ctn GonesHu cneunanusMpoBaHHas MeaWUMHCKas
MOMOLLIb OKa3bIBAETCA B YCNOBUSAX KPYrNOCYTOYHOIO
cTauMoHapa;

e [EeTsM C HU3KOW CTEeNeHbl aKTUMBHOCTU U PEMUCCU-
en bonesHn cneunannanpoBaHHas MeuuUMHCKas Mno-
MOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOIO U
OHEBHOIo CTaumoHapa.

[podomkxumenbHocmb fle4YeHuUs nayueHma e cmauyuo-
Hape — 42 gHs.

lpodomkumensHocmb nedeHUs nayueHma 8 ycrosusix
OHegHO20 cmayuoHapa — 14 aHen.

BepeHve nauweHTa, nonyyawliero nNpoTUBOPEB-
MaTuyeckume npenapartbl, UMMyHodenpeccaHTbl u/
wnu F’NBI

Mo Ha4ana neyeHusi eceM nayueHmam — nposefe-
Hue peakuun ManTy n KT rpyoHOM KneTkn Ans Ucknoye-
HWs TyOepKynesa.

Bo epemsi neveHus.
= nayueHmam, nosy4yarwum ummyHodenpeccaHmbl, —

nposefeHuve peakumm Manty n KT rpygHOn Knetku

1pa3Brog;
= nayueHmam, nonyyarouwum MBI, — npoBegeHune pe-
akuum ManTy n KT rpygHon kneTtku 1 pa3 B 6 mecsues.

Aneopumm Odelicmeull rpu ebisigsieHUU my6epky-
ne3Hol UHghekuuu

lpu ebiseneHUU MOMOXUMEbHbIX MybepKynUHOBbIX
npob (peakums MaHTy: nanyna > 5 mm):
= HanpaBMeHWe Ha KOHCYNbTauui K Bpady-pTusmatpy

ANS pelleHns Bonpoca O npoBeAeHun [lMackmHTecTa,

TyOepKkynmHOBEIX Mpob C pa3BegeHneM, KBaHTUdEPO-

HOBOTO TecTa W HasHayeHun cneunduyeckorn XMMmo-

Tepanuy Npyv HanU4yMm NOKa3aHWUN.

lpu ebisigreHUU akmueHo20 mybepKyne3Ho2o rpo-
yecca:
= wmeToTpekcaT n MBI oTMeHnTb;
= HabntogeHve y pTnanatpa;
= npoBedeHue cneuunduryeckon NnpoTmeoTybepkynes-

HOW XMMMoTepanuu;
= KOHCyNbTauusi MO BOMPOCY KOPPEKLMN NPOTUBOPEB-

MaTU4YeCKOW Tepanuu B peBMATONIONMYEeCKOM OTaene-

HUW, UHULMMPOBABLLEM JIe4YEHUE WMMMYHOLENpPeCccaH-

TOM u/vnn F'MBrT.

B cnyyae mybepkyne3Hol uHgekyuu 6e3 ovaza:

« [UBI1 OTMEHUT;
= JlevyeHne MeToTpekcaTtoM B CTaHZapTHOW [O03€e Mpo-

JOIKNTb;
= HabntogeHue y GTnanaTpa;
= nposedeHue cneuunduryeckon NnpoTmeoTybepkynes-

HOW XMMUHOTepanuu B TeyeHne 3 Mecsaues;
= pelleHVe Bonpoca O Bo30OHOBNeHUM Tepanun VBN

nNpuHMUMaeTCsa B Cneuvanu3npoBaHHOM pPEeBMAaToso-

rMMYecKoM CTauuoHape, UHULMMPOBABLLEM Tepanuio,
nocne MpOBEAEHUSI Kypca CneunucUyeckon XmmMmoTe-
panuu v paspeLueHus ptuamatpa.

BepeHue naumeHTa, nony4vatolero putykcumao
Bcem nayueHmam npu HasHa4eHUU pumykcumaba:

© KO-TPMMOKCa30s + TPUMETONpPUM per oS B npodu-
NakTU4ecKom ao3e 5 Mr/kr B CyT —MNOCTOSIHHO Ha
BPeMs NeyeHunsi, a Takxe B TeyeHne 1 roga nocne ero
OTMeHbl. Llenb — npodwunaktmka nHEBMOLMUCTHON
NHEeKUNN.
B cnyyae nosieneHuss kKamapaJibHbIX s18J1€HUl, JITUXO-

padku u noOGKawueaHus.

= OTMEHWTb NMAHOBOE BBEAEHME pUTYKCUMaoba;

= KT nerkux gns uckmnyeHus OCTPOW MHTepCTULManb-
HOW MHEBMOHUMU;

= CeponorMyeckoe uMccriefoBaHue KpoBW: onpeeneHue
aHTUTeN K NHeBMOLMCTaM, XnaMuansmM, MMKonnasmam,
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BMpYCY npocToro repneca, LMB, Bupycy dnwtenHa—

Bapp;
= yccnefoBaHune acnupara, MoKpoTbl (MpY ee Hanuvmn)

Ans onpefeneHns aHTUreHoB Xnamuauini, MUKonnasw,

MHEBMOLIMCT;
= uccrnegoBaHue CritoHbl U MOYM, KPOBU METOAO0M Mo-

NMMepasHoN LieNHON peakuun ANs BbISBIEHWUS aKTUB-

HOW pennuKauun BUpycoB npocToro repneca, LIMB,

OnwTenHa—bapp.

B cnyyae ocmpol uHmepcmuyuaabHOU MHE8MOHUU
no daHHbiM KT (ewje 0o nosy4eHusi pesynbmamoe sa-
6opamopHbIx uccnedoeaHull).
= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;
= KO-TPMMOKCason + TPUMETOMPUM BHYTPUBEHHO B

nose 15 mr/kr B cyT (N0 TpumeTonpuMmy) B TeYeHue

14-21 pHs;
= KNapuUTPOMULMH BHYTPUBEHHO B J03€ 15 Mr/kr B CyT B

TeyeHne 14-21 gHs;
= uedTpMakcoH BHyTpmBeHHO B Ao3e 20-80 mr/kr B cyT

B TeyeHue 14 aHen.

B cnyyae akmueHoU eepnemudyeckou, LMB, 3n-
wmeliHa-bapp eupycHol uHgpekyuu.
= OTMEeHWTb NIIaHOBOE BBEAEHUE pUTYKCUMaba;
<« auUMKIOBMP BHYTPMBEHHO B A03e 5-10 Mr/Kr Ha BBeae-

HWe Kaxable 8 4, nnm
= TaHUMKIOBMP BHYTPMBEHHO B f03e 5 Mr/kr Ha BBefe-

HUe Kaxable 12 4 B TedyeHne 14-21 gHs;
= 4esioBEeYECKU HopMasibHbIN BHYTPUBEHHbBIN UMMY-

HornobynwuH, cogepxawwmin IgG, BHYTPMBEHHO B [403€

0,2-0,5 r/kr Ha KkypcC.

B cnyy4ae cencuca:
= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;
= aHTubakTepuanbHble Npenapartbl LWMPOKOro Crek-

Tpa OenCcTBUSA BHYTPUBEHHO: LepTpUakcoH B [03e

20-80 mr/kr B cyT + amukauuH B go3e 15 mr/kr B cyT

UMW HETUNMULWH B f03e 57,5 MI/Kr B CYT.

Mpun HeathheKTUBHOCTH:
= MeponeHeM BHYyTpuBEHHO B o3e 10—20 Mr/kr B CyT;
= uedonepasoH+cynbbaktam BHYyTPUBEHHO B Ao3e 40—

80 mr/kr B CyT;
= YeroBeYeCcKkUi HopMarbHbIN BHYTPUBEHHbIA UMMY-

HornobynuH, cogepxawmui IgA, IgM, 1gG, BHyTpuBEH-

HO B 03e 5 MN/Kr Ha Kypc B TeyeHue 3 nocrneno.a-

TenbHbIX OHen. HeobxoamMmocTs MOBTOPHOro Kypca

3aBUCUT OT KITMHNYECKOTO TeYeHus 6onesHu.

B cnyyae uHgheKyUU KOXHbLIX MOKPOE0E8 U MOOKOX-
HO-)upoeou Kriemyamku (yessronum):
= OTMEHWTb NJIaHOBOE BBEAEHUE PUTYKCUMaba;
HabngeHe xmpypra;

MeCTHas Tepanus;

aHTubakTepuanbHble npenapatbl LWMPOKOrO CrnekTpa
OencTBUa (aMOKCUMUMIMKWH, LedanocnopuHbl 3-ro unm
4-r0 NOKONEHNS1 BHYTPUMbILLIEYHO U BHYTPUBEHHO).
B cnyyae uHghekyuu moyeebleodsiujux nymedu:
OTMEHUTL NMaHOBOE BBEAEHWE pUTyKcMmMaba;
HakTepuonornyeckoe uccregoBaHue Moy,
aHTubakTepuanbHble npenaparsl;

ypocenTuKu.

TMpu ocmpoil unu o6ocmpeHUU XPOHUYECKOU UH-

dekuyuu.

= OTMEHWTb NMaHOBOE BBEAEHWE pUTYKCumaoba;

= B0300HOBMEHNE Tepanuu He paHee 4eMm yepe3 1 He-
[ento nocne BbI3JOPOBMEHMS.
B cnyyae momanbHO20 CHUX€HUSI CbIBOPOMOYHO20

YPOBHSI 8CEX UMMYHO2/106y/TUHOE;

= OTMEHWTb NMAHOBOE BBEAEHME pUTyKCumaba;

= Y4erloBEYECKN A HOPMarbHbIN BHYTPUBEHHBIA UMMYHO-
rnobynuH, copepxawwin IgA, 1gG, IgM, BHYyTPMBEHHO B
fJo3e 2—-8 MI/Kr Ha Kypc ¢ uHTepBanomMm 1 mecsiu. Ecnu
He JocTuraeTcs JOCTaToYHbIN ypoBeHb 1gG, unm npo-
NCXOAMT BbICTPOE ero NOHWXEeHWe, A03Y MOXHO yBe-
nn4nTb A0 16 MN/Kr nnm cokpaTuTb MHTEpBan Mexagy
NHAY3NSMU.
B cnyyae nelikoneHuu u HelimponeHuu c abcosirom-

HbIM YucsioM Helimpogpunoe < 1,5 x 10%.

= OTMEHUTb NNaHOBOE BBEAEHUE pUTYKCUMaoba;

= BBeJEHMe rPaHynoUUTapHOro KOMOHWECTUMYIUPYIO-
wero daktopa (unrpactum) nogkoxHo B gose 5-10
MKI/KT Ha BBeeHue B TeyeHue 3-5 gHen npu Heobxo-
OMMOCTM [onblle, 4O MNOSIHOW HopMmanu3auum 4ucna
NenKkounTOB U HENTPOUOB.
B cnyyae ¢hebpunbHol HelimponeHuu (Helimpone-

Husi, conposoxdaemasi nuxopadkol):

= OTMEHWTb NMaHOBOE BBEAEHME pUTyKcumaba;

= BBeJEeHMe rpaHynoUUTapHOro KONMOHUECTUMYIUPYIO-
wero daktopa (unrpactum) nogkoxHo B gose 5-10
MKI/KT Ha BBeJeHue B TeyeHue 3-5 gHeln npu HeobXxo-
OMMOCTM [onblle, 4O MOJIHOW HopMmanu3auum Yucrna
NEeNKoLUTOB U HENTPOUIIOB;

= LedTpUakcoH BHyTpuBeHHO B Ao03e 20-80 mr/kr B CcyT
[0 BOCCTaHOBIEHNS NIENKOLMTApHOM (OpMYrbl U npe-
KpalleHust nuxopagku.

BepneHve naumMeHTOB B aMOynaTopHo-
NONMIMKNUHUYECKNX YCITOBUAX

AMBYnaTopHO-NONUKIMHWYECKas MOMOLLb OKa3blBa-
€TCS B 1€ TCKOM PEBMATONOMM4ECKOM KabuHeTe.

Momollb okasbliBaeT Bpay-peBMaTorior, COOTBETCTBYHO-
wun KeanudukaumoHHbiM TpeboBaHuAM K crieupnanuctam
C BbICLUMM M MOCMEBY30BCKMM MEAULMHCKUM U apma-
LeBTUYECKMM obpasoBaHMeM B cdepe 34paBOOXpaHeHUs
Mo cneunanbHOCTK «peBmaTosiorus» 6e3 npeabsBneHns
TpeboBaHun Kk cTtaxy pabotsl (Mpukas MuH3gpascoupas-
ButTUs Poccum ot 7 niona 2009 r. N2 415H ¢ uameHeHusamu,
BHECEeHHbIMU npukasom MuHsgpascoupassutust Poccuun
oT 26 pekabps 2011 r. Ne 1644H; Mpukas MuHagpascou-
passutus Poccum ot 23 nions 2010 1. Ne 541H).

BeneHue nauyueHTa, nonyyvarwero MK nivnm nmmy-
HoAenpeccaHThl

Ocmomp epadyom-peamamornoeom — 1 pa3 B mecsl.

KnuHuyeckul aHanu3 kposu (KOHUEHTpauus remo-
rmobuHa, Yncrno 3puTpPoLNTOB, TPOMOOLIMTOB, NENKO-
uMTOB, NnenkouuTapHas gopmyna, CO3) — 1 pas B
2 Hepgenmw.

KnuHuyeckul aHanu3 Mmoqu — 1 pa3 B 2 Hegenu.
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KoHmponb 6uoxumuyeckux nokazamenel (obwmin Ge-
nok, 6enkoBble hpakuWK, MOYEBMHA, KpeaTWUHWH, bunm-
PYOWH, Kanuii, HaTPUi, MOHN3MPOBAHHLIA Kanbumi, AJlT,
ACT, ITT, wenoyHou ¢ocatassl) — 1 pa3 B 2 Hegenw.

KoHmponb ummyHonoeudeckux nokazamenet (CPB; no
nokasaHuam — IgA, IgM, 1gG, AH®) — 1 pa3 B 3 mecsua.

OKI— 1 pa3 B 3 Mmecsua.

Y3U 6prowHol nomocmu, cepdua, noyek — 1 pas B
6 mecsaueB.

lnaHosass e2ocrnumanu3ayus 8 pesmMamonocuyeckoe
omdeneHue — 2 pasa B rog A NpoBeAeHUs MOJSHOro
obcnenoBaHusa 1 KOppekunn Tepanuu.

BHennaHosas eocnumanusayus — B crnyvyae obocTpe-
HVs 3aboneBaHus.

Anzopumm delicmeuli npu uamMeHeHuu sabopamop-
HbIX MoKa3amerneu

B cnyvyae cHuxeHus 4ucna nelikoyumos, apumpouyu-
mos, mpomboyumo8 HUXe HOPMbI.
= WMMYHOZENPECCaHTbl OTMEHUTb Ha 5-7 AHen;
= MOCMne KOHTPOSIbHOMO aHanusa KpoBu Yyepes 5—7 gHew:

— Npyv HOpManu3auumu nokasaTtenen BO30OHOBUTL

npuem npenapara;

— MNpPnN COXpaHAKLWNXCA U3MEHEHUAX — KOHCYNbTa-
Uuna pesmartonora, npu HeobXxoaMMOCTU rocnuTa-
nn3auyuna.

[pu nosbiweHuUU ypo8HS MOYe8UHbI, kKpeamuHuHa, AJTT,
ACT, ITT, bunupybuHa 8biuwie HOPMbI.
= VMMYyHOZENpPeccaHTbl OTMEHUTL Ha 5—7 OHEW;
= [0Ccre KOHTPOMbHOMO aHanuaa KpoBu Yepes 5—7 AHeN:
— Mpu HOpManu3auuu nokasartenen BO30OHOBUTb
npuem npenapara;
— MpPU COXPaHSAOLWMXCA U3MEHEHUAX — KOHCYIbTa-
umnsa peBmaTtosnora, npu HeobxogMMOCTU rocnuTa-
nmsaums.

BepeHue nauueHTa, nonyyarLiero putykcumad

Ocmomp spadyom-peamamosioeom — 1 pa3 B 2 Hegenu.

KnuHudeckuti aHanus kposu — 1 pa3 B 2 Hegenu (KoH-
LieHTpaumst remornobuHa, YMCro apuTpoLUnNTOB, TPOMBO-
LIMTOB, NeKouunToB, nevikouutapHas dopmyna, COJ).

KnuHuyveckuli aHanu3 moyu — 1 pa3 B 2 Heaenw.

Konmponb 6uoxumuyeckux noka3amenel (obwun 6e-
nok, 6enkoBble pakumMm, MOYeBMHA, KpeaTUHUH, bunu-
PYOWH, Kanuii, HaTPUn, NOHU3MPOBAHHBIA Kanbuui, AJlT,
ACT, ITT, wenoyHas ¢ocdatasza)— 1 pa3s B 2 Hegenu;

Konmponb ummyHonoeudeckux nokazameseu (IgA,
IgM, 1gG, CPE, P®, AH®) — 1 pa3 B 3 mecsua.

9K — 1 pas B 3 mecsua.

Y3U 6prowHol nomocmu, cepdua, nodyek — 1 pa3 B
6 MecsaueB.

lnaHosas eocnumaru3ayusi B peBMaTonornyeckoe ot-
JeneHve — 2 pasaB rog Ansi NpoBeaeHns MosiHoro ob-
cnefoBaHUs 1 KOPPEKLMKN Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUsA 6onesHu.

Anzopumm delicmeuli npu u3meHeHuu nabopamop-
HbIX NMOKa3amersel, MosigJIeHUU CUMMMOMO8 pecrnupa-
mopHol uHgheKkyuu, Iuxopadku

B cny4ae nelikoneHuu u HelimponeHuu ¢ abcolomHbIM

yuciom Hetimpogunog < 1,5 x 10/

= ponycTUTb NaHOBbIN NpYemM UMMYHOLENPECCaHTOB;

= KOHCynbTauus B cneuuanusvpoBaHHOM peBMaTonoru-
YeCKOM OTAENeHnu, UHULMMPOBABLLEM Tepanuio pu-
Tykcumabowm;

= BBeJeHVe TpaHyrnouuTapHOro KOMOHUEeCTUMYIK-
pytoLero aktopa (punrpactm) NOAKOXHO B [03€e
5-10 mKr/kr Ha BBefeHue B TeyeHue 3—5 aHewn npwu
HeobxoaMMoCTM Aonblie, OO MOSHOW HopManu3aumu
yncna nemkoumnToB 1 HEMTPOGUIOB.
B cnyyae ¢ebpunbHol HelimponeHuu (HelmpomneHus,

conposgoxdaemasi nuxopadkod):

< ponycTUTb NaHOBbIN NpUemM UMMYHOLENPECCaHTOB;

= BBeJEHME T[PaHyNMoOLUTAPHOIO KOMOHUECTUMYNK-
pytoLero caktopa (cumnrpactim) MNOAKOXHO B A03€
5-10 mkr/kr Ha BBeAeHvWe B TeyeHue 3-5 gHen npu
HeobxoaMmMoCTM Aonblie, OO MOSTHOW HOpManu3aumu
yncna nemkoumMToB 1 HEMTPOGIUIIOB;

= Ha3HayeHue aHTubaKTepuanbHbIX MpenapaToB LUMPO-
KOro crnekTpa OencTBus ANng npefoTBpalleHus pas-
BUTUS HENTPOMNEHNYECKOro cencuca (LedTpuakcoH B
no3e 50-100 Mr/kr B CyT BHYTPUMBILLEYHO WIIM BHY-
TPUBEHHO);

= CpoyHas rocnutanu3auus B AEeTCKOoe peBMaTtoriornye-
ckoe oTdeneHue efepanbHOro LeHTpa, WUHULMKUPO-
BaBLUEr0 Tepanuio pUTyKCMmMabom.
[pu nosbiweHuUU ypo8HsI MOYeBUHbI, KpeamuHuHa, AJT,

ACT, ITT, bunupybuHa 8biuie HOPMbI:

= MponyCTUTb NSIaHOBLIN NPUEM MMMYHOOENPECCAHTOB;

= KOHCynbTauus B cneuuanu3npoBaHHOM peBMaTonoru-
YeCKOM OTAeneHun, UHULMMPOBABLLEM Tepanuio pu-
Tykcumabowm;

= BO0300HOBMEHME MNpremMa MMMYHOLENPEeCCaHTOB Mo-
Crne HopManusauun nokasartenem.
B cnyyae kamapanbHbiX figneHul, nuxopaoku:

= [ponycTUTb NNaHOBbIN NpUemM UMMYHOENPECCaHTOB;

= KOHCynbTauusi B CneuuanvM3npoBaHHOM peBMaTonoru-
YeCKOM OTAENEHUN, VHULUMPOBABLLEM Tepanuio pu-
TykCcMMabowm;

= KT nerkux Ons UCKMIOYEHWUS WHTepcTULManbHOn (atu-
MYHON) MHEBMOHMM (Ha paHHEM 3Tane NpoTeKaeT, Kak
npaemno, 6eccMMNTOMHO, C MOocrneaylWwmuM pasBUTUEM
AblXaTeNnbHOW HeAOCTaTOYHOCTW);

= HasHayeHwue Ko-TpMMmoKcasona + TpUMeTonpumM B 103e
15 mr/kr B cyT, KnaputpoMuumHa B go3e 15 Mr/kr B cyT,
uedTpuakcoHa B fose 50-100 Mr/kr B CYyT BHYTPUMbI-
LUEYHO UM BHYTPUBEHHO;

= CpoyHas rocnutanu3auus B AeTCKOoe peBMaTtoriornye-
Ckoe oTaeneHune (efepanbHOro LEeHTpa, WUHULMUPO-
BaBLLErO TEPANUIO PUTYKCMMAOOM.

MOKA3AHUA K TENEMEOULUNHCKUM
KOHCYINbTALUAM

1. OueHka nokasaHuin 4ns rocnuTanusaumui nauueHTa B
PEBMATONONYECKOe OTAeneHe deneparnsHOro LeHTpa.
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KoHcynbTauusa TaxenbiX NaUMEHTOB AN pele-
HUs Bompoca O HeobxoammocTu m GesomacHoc-
TV TPaHCNOPTUPOBKM BONBHOTO B deaepanbHbIi
LEHTP.

KoHcynbTaums nauveHToB 6€3 yCcTaHOBMEHHOro Auva-
rHo3a c nogospeHnem Ha CKB.

KoHcynbTaums HeTpaHcnopTtabenbHbiXx O©O0MbHbIX A4S
pelueHns Bonpoca O AUarHOCTUKE U NEYEHUMN.
KoHcynbtauua ans pewenus Bonpoca o6 nHuymnaumm
Tepanun WBI npn HeahdeKTBHOCTM Tepanum UMMYy-
HoZenpeccaHTamn B TedeHne 3 MecsiLEeB.
KoHcynbTauusa gns pelieHnst Bonpoca O nepeksoye-
HUK Ha apyron MBI npn HeadEKTUBHOCTHN Tepanunn
MBI B TeuyeHne 3 mecsLEB.

Koppekuusa Tepanum npyu HENepeHoCMMOCTU MpOTU-
BOpPEBMAaTMYECKMX NpenapaTos.

KoHcynbTauusa 6onbHbIX, HYyXOaloWKUXCs B NannMaTtue-
HOW MEANLIMHCKOM MOMOLLM.

NMPOD®UNAKTUKA

lMepeuynasi npoghunakmuka He pa3paboTtaHa, nMo-

CKOJ1bKY 3TMOJ10IMA OKOHYaTENIbHO HE YCTAHOBJIEHA.

BmopuqHaﬂ npod)unaKmUKa BKJTHOHAET KOMIMJIEKC

MEpPONPUATUIA, HanpaBliEHHbIX Ha NpefoTBpalleHne pe-
umManBoB 3aboneBaHus:

AncnaHcepHoe HabnogeHwue;

ANVTeNnbHOE npoBedeHne NoAAEepXKMBaloLWen Tepa-
nuu, paspaboTaHHOW C y4eTOM WHAUBUAYaNbHbIX
ocobeHHOCTeW nauueHTa n BapvaHTa 6onesHu;
MOCTOSIHHLIN KOHTPOSb 6e30MacHOCTM MPOBOAVMOrO
neYeHns 1 Npyn HeobXxoaWMOCTU ero KOPPEKLMS;
obecneyeHne OXpaHUTENbHOrO pexumMa (orpaHuye-
HME NCUXOIMOLIMOHAMbHBIX U (DU3NYECKUX Harpysok,
npu HeobxogmmocTn obyyeHune deTel Ha gomy, noce-
LLieHKe WKOoNbl NULlb Npu nony4vyeHnu CTONKOW KINUHK-

Ko-nabopaTopHON PEMUCCUN, OrPaHNYEHNE KOHTaK-
TOB A5 YMEHbLLUEHUSI pUCKa PasBUTUS MH(EKLMOHHBIX
3aboneBaHui);

npefoxpaHeHne OoT WMHcoNAuuM (MCnofb3oBaHue
COMHUE3aWNTHBIX KPEMOB, HOLLUEHUEe OAEXAbl, MaK-
CYMarnbHO 3aKpbIBaKOLLEN KOXY, FONIOBHbIX YOOpPOB
C nonsMu, OTka3 OT NMOE3[40K B PErMOHbl C BbICOKUM
YPOBHEM UHCONSALMN);

UCKIoYeHne npuMmeHeHust YOO;

BBELEHME ramma-rnobynuHa OcCyLlecTBNSeTCS TOMbKO
npy abCconTHLIX NOKa3aHUSIX.

UCXoabl NUTMPOrHO3

I'IpM pPaHHEM YCTaHOBIEHUX OuarHo3a M AnnTellbHOM

neyeHnn 5-netHsAs BbhxMBaemocTb OornbHbIX CKB cocTaB-
naet 95-100%, 10-netHas — 6onee 80%.

®dakTopbl HE6NaronpPUATHOrO NPOrHo3a:

MY>XCKOW MOf;

Hayano 3aboneeaHus B Bo3pacTe Ao 20 ner;

HedpuT B geblote 3aboneBaHus;

Andy3HbIn nponudepatvBHbIi HedpuT (IV kKnacc);
aTpodus kaHanbLeB B buonTaTax;

CHWXEHME KNUPEHCa KpeaTUHNHA;

BbISIBNEHNe (PUBPUHOMOHOIO HEKPO3a;
MHTEpCTULManbHbIN prbpos;

apTepuanbHas rmnepTeHsns;

Bbicokume TMTpbl AT K IHK 1 HM3Kas KoHueHTpaums Cs;
Hanmune BONYaHOYHOTO aHTMKoarynsHTa, Kpuornoby-
MMHEMUN;

npucoeguHeHne nHpekuuu;

nopaxexue LIHC;

3HauyuTenbHoe noBbieHne uHaekca SLICC/ACR
Damage Index ¢ 1-ro no 3-# rogel 6onesHu;
Tpomb603.
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NMPUNOXEHWNE

MHpekcbl aktuBHocTn CKB

SLEDAI

NHupeke Systemic Lupus Erythematosus Disease Activity
Score (SLEDAI) pa3spaboTtaH Bombardier u coaet. B 1992 T.
OH BkmtovaeT 24 napameTpa: 16 knuHuyecknx m 8 nabopa-
TOpHBbIX. KaxkgomMy nokasaTesnto npucBoeHbl 6annbl ot 1 o 8
Kaxaomy n3 npuaHakos CKB, BowweaLwemy B MHOEKC.

CepbesHble nposienennsi CKB — nopaxeHne HepBHON
CUCTEMbI, NOPaXeHNe MOYEK, BaCKynMT — umMmeloT Gonee
BbICOKYI0 DannbHyto OLEHKY, YeM Apyrue npusHaku.

Mpn npoBegeHnn oueHkn akTnBHoctT CKB HeobXxo-
OMMO OTMeyYaTb MpuU3HakKky 3aboneBaHusi, KOTOpble Npu-

Bann MposiBneHune |

anunenTnyecknin
npucTyn

HepasHo BosHukwmin (nocnegHue 10 gHeit). VckniounTb MeTabonuyeckue,
MHPEKLMOHHBIE U NNEKAPCTBEHHbBIE NPUYNHBI

CYTCTBOBaNM y naumeHTa B TeueHne 10 npealuecTByoLLIMX
OCMOTpPY AHEWN, HE3AaBUCUMO OT UX CTEMEHW THKECTU UMK
YNyuYLeHns/yXyaLWEeHNss COCTOSIHUS.

MakcumanbHoe 3HayeHue uHaekca — 105 6an-
nos.

O6wwmn 6ann > 20 BcTpeyaeTcs JOCTAaTOMHO PeaKo.

O6wwmi 6ann > 8 o03Ha4yaeT Hanu4yme akTUBHOIO 3a-
6oneBaHus.

lMoBbiweHne obwero Banna mexay AByms Bu3MTaMu >
3 6annoB MHTepNpeTUpyeTCs kKak ymepeHHoe obocTpeHmne
CKB, > 12 6annoB — Kak Tskenoe.

Onpepenexue

8 [Mcnxos

HapyLueHne cnocobHOCTH BbINOMHATL HOPMarbHblE AeiCTBUS B
HOpPMarnbHOM peXuMe BCIeCTBUE BbIPAXXEHHOTO U3MEHEHUSI BOCNPUATHUS
[AENCTBUTENBHOCTM, BKITHOYAs ranmnoumHaumm, 6eccBsa3HOCTb peyn,
3HAYUTENBHOE CHUXEHNE acCOLMATUBHbLIX CMOCOBHOCTEN, UCTOLLEHNE
MbICIIUTENBHOW AEeSTENIbHOCTU, BEIPAXEHHOE anorMyHoe MblLUfEHUE;
CTpaHHOe, je30praHM30BaHHOe UNK KaTaToOHMYeckoe noBeaeHmne.
WckniounTb nogobHble COCTOSIHMS, Bbl3BaHHbIE YPEMUEN WU
nekapcTBEHHbIMW Npenapatamm

OpraHquCKme MO3roBble
CUHOPOMbI

HapyLieHne yMCcTBEHHON AEeSTENBHOCTU C HAapYLUeHUeM OpueHTaLuu,
namsTh UK Apyrux MHTENNeKTyanbHbIX CNOCOBHOCTEN C OCTPbLIM

HaYyarnoM 1 HECTOMKMMW KMUHUYECKUMU NPOSIBEHNUSIMU, BKOYas
3aTyMaHEHHOCTb CO3HAHNS CO CHUXKEHHOM CMOCOBHOCTBIO K KOHLIEHTpaLMM
N HECMOCOOHOCTBIO COXPaHSATL BHUMaHWE K OKPY>KakoLeMy, NC MAHUMYM
2 13 cnepyoLLmMX NPU3HaKoB: HapyLUeHne BocnpuaTusl, 6eccBsa3Has peyb,
6eCCoHHMLA NN COHNMBOCTL B JHEBHOE BPEMSI, CHUXXEHWE UMW MOBbILLIEHNE
MCUXOMOTOPHOI aKTUBHOCTU. VckniounTb MeTabonmyeckne, UHEKLMOHHbIE
N NekapCcTBEHHbIE BO3AENCTBUS

8 3pI/1TeJ'IbeIe HapyLeHnaA

N3ameHeHus B rmasy unn Ha ceT4aTKke, BKIo4aa KneTodHble Tenbla,
KPOBOU3IMNAHNUA, CepO3HbIl7I 9KCcCyaar, unu remopparmm B COCYLI,I/ICTOVI
obonouke, nnm HEBPUT 3PUTESNIBHOIO HepBa, CKNEPUT, SNUCKITEPUT.
WcknounTb crny4vaun NoaoOHbIX U3MEHEHWIA npn rmnepTeH3nn, MH(*)eKLI,MM n
JNIeKapCTBEHHbIX BO34EeNCTBUAX
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PacctpoincTea co BrnepBsble BO3HWKLLAsA YyBCTBUTENbHAS UMK ABUraterisHas HeBponaTus
8 CTOPOHbI YepernHo- YepenHO-MO3roBbIX HEPBOB, BKIMHOYas rONOBOKPYXEHWE, pa3sBMBLLIEECH
MO3roBbIX HEPBOB Bcneactene CKB
BbipaxeHHas nepcucTupytowas ronoHas 6onb (MOXeT ObITb MUTPEHO3HON),
8 lonosHas 6onb P P pytoul ( P )
HEe OTBeYaloLLas Ha HapKoTUYeCKne aHanbreTuku
8 HapyLieHne Mo3roBoro BnepBsble Bo3HMKLLEE. VCKNouNTb TakoBOe BCREACTBME aTepockneposa Unm
KpoBoobpalleHus rmnepTeH3nmn
£13Bbl, raHrpeHa, 60ne3HeHHbIE y3erky Ha NanbLax, OKOTIOHOITEBbIE MHAAPKTHI
8 Backynut 1 reMopparum Mnm faHHble G1oncumn nu aHrMorpammbl, MOATBEPXKAAMOLLME
BacKynuT
4 ADTOUT bonee 2 nopaxeHHbIX CyCTaBOB C NpU3Hakamy BocrnaneHus (60ne3HeHHOCTb,
TP OTEeK UMK BbINOT)
MpokcumanbHas MbiweyHas 6ob/cnabocTs, accoumMnpoBaHHas ¢
4 Mwnoaut MOBBILLIEHHBIM YPOBHEM KpeaTuHAOCHOKMHA3bI/anbaonassl, Unu aHHble
anekTpomuorpaduu nnm buoncuu, NOATBEPXKAAOLLME MUO3UT
4 Lnnungpypus 3epHUCTbIE UMK APUTPOLIMTAPHBIE LIMAMHAPGI
> 5 3puTpoLMTOB B None 3peHust. IcknounTb MoYekaMeHHyto 60nesHb,
4 femaTypus
MHEKLMOHHbBIE U APYTMe NPUYMHBI
OcTpoe Hayano unu HegaBHee nosiBeHne 6enka B MoYe B KONU4ecTse
4 MpoTeunHypus
>0,5recyT
4 INerikounTypus > 5 nenkoumMToB B nore 3peHns. VICKNounTb MHPEKLIMOHHbIE NPUYKHbI
HoBble nnm npogosxatLmecs BbICbINaHUs Ha KOXe BOCManuTenbHOro
2 BbicbinaHus
XapakTepa
BnepBble BO3HMKLLIEE MM NPOAOIKAOLLEECS NOBLILEHHOE 04aroBoe UMNn
2 Anoneuus
anddysHoe BbinaZieHne BONoc BenefcTeme aktueHoctn CKB
2 £13Bbl CMU3UCTbIX BnepBble BO3HUKLLEE UMM NPOJOMKAOLLEECS U3bA3BIIEHWNE CIIN3UCTbBIX
obonoyek obonouek pTa u Hoca Bcneactaue aktueHoct CKB
bonb B rpyaHON KMNETKW C LLYMOM TPEHUst NNeBPbI, UMW BbINOTOM, UMn
2 Mnesput
yTonuieHue nnespel Benegctane CKB
MepukapamansHas 6onb ¢ 04HUM U3 CriefyLUX NPU3HAKOB:
2 Mepukapout LUYM TPeHUS nepukapaa, aneKkTpokapauorpaduyeckoe NOATBEpXAeHWe
nepvkapguTa
2 Hun3knn ypoBeHb CHuxenne CH50, C3 unn C4 Huxe rpaHnLbl HOPMbl TECTUPYHOLLEN
KoMnnemeHTa nabopartopuu
2 lNoBbllWeHVEe YPOBHS > 25% cBsA3bIBaHWS MO MeToay Farr unu npeBbileHWe HOPMasibHbIX 3HAYEeHUN
aHTuten k HK TecTupymoLen nabopatopum
1 Jlnxopagka > 38 °C. MckntounTb MHGEKLMOHHbIE MPUYMHbI
1 TpombBouuToneHus <100 x 10%11. VCKouMTb NeKapcTBEHHbIE MPUYMHbI
1 JleikoneHus < 3 % 10%/n. VICKMIounTb NeKkapcTBEHHbIE MPUYMHBI
OO6wwwmn 6ann

CUCTEMHAA KPACHAA BOJTYAHKA

Bann MposiBneHue | OnpepeneHue
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SFI

MHpoekc obocTpeHus CKB SELENA Flare Index (SFI) nosso-
nsiet anddepeHumpoBaTh creneHn oboctpernss CKB Ha yme-
PEHHYI0 1 Taxenyl. SFl yunTbiBaeT AHAMUKY aKTUBHOCTU
3aboneBaHus no mHaekcy SELENA-SLEDAI, nsmeHeHve o6-
LLEN OLIEHKM COCTOSHUA MaumeHTa Bpadom no BAL, moau-
duKaLmio cxem Tepanum 1 psag KMMHUYECKUX napameTpoB.

O6Lwas oueHka COCTOSAHUA NaumMeHTa OLeHMBaeTCS
Bpayom no 100 mm BALL, Ha koTopor 0603HaveHbl rpa-

fdaummn o1 0 go 3 (rae 0 o3HayaeT HeakTBHOe 3abonesa-
Hue, 1 — rnerkyt cTeneHb akTUBHOCTU, 2 — CPEAHIoH
CTeNeHb aKkTUBHOCTM, a 3 —3aboneBaHne C BbICOKOWN ak-
TUBHOCTbIO). B nocnegHee Bpemsi TEpMUH «onpefenexHue
akTMBHOCTK no wkane SELENA-SLEDAI BkntoyaeT B cebs
oueHKy akTuBHocTu SELENA-SLEDAI, o6Liyt0 OLEHKY
cocTosiHMA naumeHta Bpadom no BALU n nHaekc obo-
cTpeHus SFI.

YMepeHHoe o6ocTpeHune Tsxenoe o6ocTpeHne

MoBbiweHne cyeta no wkane SELENA-SLEDAIHa 3 6anna
nbonee

HoBoe nosiBneHne unu otpuuartensHas AuHaMmmka co
CTOPOHbI KOXW: ONCKOUAHbIE MOPaXXeHUS,
dhoToceHcnbunmaaums, rnybokas KoxHas BonYaHKa,
OynnesHas apuTema, SI3BEHHOE NMOpPaXKeHNe CrM3NUCTON
060Mn0YKM NMONOCTH pTa M Hoca, NNEeBPUT, MEPUKAPANT,
apTpwT, NMnXopaaka

nnn

YBenuyeHue [o3bl NPeaHU30I0Ha, HO MeHee YeM Ha 30
mr/cyT

nnn

[Jobasnenne HIMBI unu ruppokcMxnopoxmHa m3-3a
aktueHocTn CKB

nnn

YXyaLeHve coctosiHs Ha 1 6ann no obuyen oLeHke
COCTOAHUA nauneHTa BpavyomMm

MoBbiweHne cyeta no wkane SELENA-SLEDAIHa 12
6annos n 6onee

HoBoe nosienexne /otpuuaTensHas guHamuka co
cTopoHbl LIHC, BackynuT, HechpuT, M1O3NT,
TpomGoumToneHust 60 x 10°%/n, remMonuTMYecKkas aHemust
(Hb 70 r/n), TpebytowLee yaBOEHUA [03bl TPEOHM30SI0HA
MpeaHn3onoH no 0,5 Mr/kr B AeHb focnuTanvsaums

nnn

YBenuueHune fo3bl npegHmsonoxa Ha 30 MricyT m
Bonee

nnn

HasHayeHue uuknodochamuaa, azaTmonpuHa,
MeToTpeKcaTta unm MnkodeHonaTa n3-3a akTMBHOCTU
CKB HasHaueHue Guonornyecknux npenapartos

n3-3a aktueHoctu CKB MNocnutanusaums B cBA3m
obocTpeHnemM

nnn

YXyAlleHue cocTosiHusl Ha 2,5 6anna no obLueit oueHke
COCTOSIHWS NaLMeHTa Bpaiom

ECLAM

1. O6wme nposBneHus (nobble N3 NnepeuncneHHbIx Huke — x 0,5 6anna)

JInxopaaka

YTpeHHsas Temnepatypa Boiwe 37,5 °C, He CBSi3aHHas ¢ MHAYeKUmen

YcTtanocTb

Cy6bekTMBHOE OLLYLLEeHMEe NOBbLILLIEHHON YTOMIIAEMOCTH

2. CycTaBHble nposiBreHus (nobble 13 NepeyncneHHbIX Huxe — x 0,5 6anna)

HeapoanBHbIii apTpUT C NopaxeHnem OByX 1 Gornee nepudepuyecknx cycTaBoB

ApTput (3ansicTbsl, AMCTaNbHBLIX UMK MPOKCUMAnbHBIX MeXdanaHroBblX CycTaBoB, NACTHO-
hanaHroBbIx CyCTaBOB)
JlokannaoBaHHas 60mnb 63 00bEKTVBHEIX CUMMTOMOB BOCMNaneHus AByx 1 bonee
ApTpanrum

nepucepnyeckmx CycTaBoB)

3a. AKTUBHbIE KOXHO-CINU3UCTbIe nposaBneHunsa

OpuTemaTosHasi Cbinb B
CKynoBow obnacTtu

®ukcMpoBaHHaa apuTeEMa — MIoCcKas UnW BO3BbILLIAKLLASCS B CKYJI0BOW 06nacTu ¢
TeHZEHUMEeN K pacnpoCcTpaHeHNo Ha HocorybHyto obnactb

FeHepanmsoBaHHaﬂ CbllNb

|_|$|THI/ICTO-I'IaI'IyJ'|e3HaF| CblMb, HE CBA3aHHAA C NPMEMOM J1EeKapCTB. MoxeT
BO3HUKHYTb Ha nobom y4yacTKke Tena BHe 3aBUCUMOCTU OT I'IpGGbIBaHVIFI Ha coJtHue
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3pMTeMaTO3Ha$| nnn nenMrMeHTUpoBaHHaa BO3BbILLAKOLLAACA bnswka c npmpocmeﬁ

[unckongHas cbinb y NI » o
KepaTU4eCKON YeLLyiKkoi nnu onnmkynspHoi NpooKom

KoHbI BacKynuT Bkntouasi auruTanbHble S3Bbl, MypRypy, KpanueHULY, GynnesHble BbiCbinaHus

£13BbI POTOBOI MOMOCTM £3Bbl BO pTY UMW HOCOTMOTKe, 06bIYHO Ge3bonesHeHHble, 0BHapyX1MBaeMble BPa4oMm

36. Pa3BuTHE KOXHO-CIIU3UCTbIX I'IpOFIBHeHVIVI (x 1 6ann, ecnu BbllEHA3BaHHbIE NPU3HaKn NoABNAKTCA BHOBb;,
€CITn OTMeYaeTCA HapacTaHWe BbIpaXEHHOCTU NMPU3HAKOB MOCJTie nocneaHero HabnogeHna — +1 6ann)

4, Muo3uT (x 2 6anna, ecnm NoaTBEPXKAEH NOBbILLEHHbIMK YPoBHSIMK KOK 1/vnn anekTpomMmnorpammoin, nnm
rMCTONOrMYECKUM MUCCeaoBaHNEM)

5. MepukapauT (x 1 6ann, ecnv noaTeepxkaeH ¢ nomotbio KM unn IxoKr, unu BeiCNyMBaeTCs LWWyM TPEHUS
nepuvkaga npuv ayckynstauum)

6. KuweyHble nposBneHus (nobbie N3 nepeyncreHHbix Hxke — X 2 6anna)

BaCKYI'II/IT KULIe4YHnKa OueBnaHble NMPWU3HaKM OCTPOro BacCKynmta KULLEeYHUKa

AcenTn4ecKkMin NEPUTOHNUT BbINoT B OPIOLLIHOM NONOCTM NPY OTCYTCTBUM UHAPEKLMM

7.JeroyHble nposiBneHus (Nobble N3 NePeYnCeHHbIX Huke — x 1 6ann)

ALre3nBHbIN Unu SKCCY,D,aTVIBHbIVI, I'IOD,TBGp)KﬂGHHbIVI ayCKyInbTaTUBHO UIAN

Mnesput
PEHTIEHONOrMYeCcKN

EOVHWYHBIE NN MHOXECTBEHHbIE 3aTEMHEHUS Ha peHTreHorpamMmme, oTpaxatLline

NMHeBMOHUT Z
aKTUBHOCTb 3ab0neBaHusl 1 He CBsI3aHHble C MHMpeKumnen

Mporpeccupytowas oapiwka | -

8. McuxoHeBponoruyeckue NposiBrieHUs (nodble N3 NepedncreHHbIX Huke — x 2 6anna)

HegnasHo pa3BuBLLAACH, cTonkas unm nepcucTupyroLiasa, manodyBCTBUTESNIbHAA K

lonoBHas 60nb/MUrpeHb
aHanbreTMkam, Ho YyBCTBUTENbHAsSH K KOPTUKOCTEPOMAAM

Manble nnu 6onbLwne npunagkm mn XOpeOKMHeTMHeCKMVI CUHAOPOM, HE ABnAloLneca

SnunpucTynbl N N
cnencTereM NoboYHOro AeNCTBUSA NEKAPCTB 1 MeTabonn4eckux HapyLLeHun

NHeyneT -

OHuedanonaTtus CHwxeHve namaTu, OpUeHTaumm, BOCIPUATUS, CNOCOBHOCTU K CHETY

Mcuxosbl Npwn oTCyTCTBUM [ENCTBUSA NEKapCTB

9a. MNoueyHble nposiBneHus (Nobble N3 NepedncneHHbIX Hmke — x 0,5 6anna)

MpoTenHypus CyTouHas npoteuHypusa > 0,5 ricyT
MoyeBow ocagok SpUTPOLUTYPUS, LUNUHOPYPUS
fematypus Makpockonuyeckas nunm MMKpocKonuyeckas

NoBebllweHe ypoBHA
KpeaTWHWHa Unu CHUXeHne | -
KnupeHca KpeaTUHNHa

96. PasBuUTHE NOYEYHbIX NPOABIEHUIA (X 2 6anna, ecnm Noboit U3 BbILLENepeYnCeHHbIX NPU3HAKOB MopaXKeHus
MOYEK BbISBIISIIOT BHOBb MW HAGMIO4A0T yXYALEHUE MO CPABHEHMIO C NOCNeaHUM HabnoaeHem)

10. FemaTtonornyeckve npu3Haku (Mobble N3 NepedncneHHbIX Hmke — x 1 6ann)

HeremonuTuyeckas aHemus | Kymbc-HeraTuBHas rMnoxpoMHas Unv HOpMOXpOMHas aHeMust 6e3 peTukynoumTosa)
lemonuTyeckas aHemus Kymbc-nosunTtvBHas remonuTmyeckas aHemusi C PETUKYMOLMTO30M

JleikoneHus < 3500, unu numdonexns < 1500/mkn

TpombGouuToneHus < 100 000/mkn

11.C03

> 25 MM/4 NpU OTCYTCTBUM OPYTUX NPUYNH

12a. lMnokomnnemeHTemMus (Mobble N3 NepeYnCneHHbIX HUxe — x 1 6ann)

C3 PagnanbHas guddysus unu HecbenomeTpus
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CH50 CraHpapTHbI reMOnNUTUYECKUA MeTo[,

126. Pa3BuBawwascs runokomnsemeHTemus (x 1 6ann npu 3HaUNTENBHOM CHUXEHUN YPOBHS KomnnemeHTa (C4)
Mo CpaBHEHUIO C NocneaHuM HabngeHnem

Ecnu muo3um, ncuxoHeepos102uYecKue U noYyeyHbie CUMNMOMbI — eOUHCMBEHHbIe NPosiesieHus1 cpedu
nyHkmoe 1-10, cnedyem dobasumsb 2 6anna

O6wwun 6ann

Ecnun obwmin 6ann — He Lenoe Yicno, OKPYrnnTb 40 MEHbLUErO Yucna npu 3HavyeHun < 6 1 4o 6onbLuero yucna npu
3HayeHumn > 6. Ecnm cymmapHbin 6ann > 10, okpyrnuTtb 8o 10

78




IOBEHUIIbHASA CKINEPOOEPMUA

METOAONOIMMA

MeToabl, ucnonb3yembie gns cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue meToAOB, UCMONIb30BAHHbLIX ANS OLLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[okazatenbHon ©a3or Ansa pekomeHaauuin sBnsoTCS
nybnukaumy, Boweawmne B KoxpelHOBCKyt0 6ubnmoTteky,
6asbl gaHHblx EMBASE, MEDLINE n PubMed. InybuHa no-
ncka — 5ner.

MeToabl, ncnonb3oBaHHbIe OIS OLLEHKU KayecTBa
M CUNnbl AOKa3aTenbCTB:
= KoHceHcyc akcnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, ucnonb3oBaHHble ANA aHanu3a [oKa3sa-
TenbCTB:
= (O0630pbl 0Ny6IMKOBaHHLIX METaaHamnM30B.
= CucremaTnyeckve 0630pbl ¢ Tabnmuamy gokasaTensCTs.

OnucaHne MeTOAOB, UCMOMb30BaHHbLIX AN aHaNM-
3agoKasaTenbCTB

Mpwv oTGope NyGnuKauuii Kak noTeHUManbHbIX UCTOY-
HMKOB [0Ka3aTeNbCTB MUCMOMb30BaHHAA B KaXKOOM MUCCre-
[0BaHNM METOAOMNora UsyyaeTca Ans Toro, YTobbl ybe-
ONTbCH B €e BanuaHOCTU. PesynbtaT usydeHus BrnuseT Ha
YpOBeHb [0Ka3aTenbCTB, MpKCBavBaeMblii nyGnvkaumm,
YTO B CBOK 0YEPEb BIMAET Ha CUMY PeKOMEHaLINA.

Jng MUHUMM3aLUM NoTeHUManbHbIX OWNBOK KaxKkaoe
uccnenoBaHWe OLEHUBaNoch HesaBucuMo. Jiobbie pas-
nnMuymnsi B oleHKkax obcyxaanucb Bcel rpynnoi aBTopoB
B MOMHOM cocTaBe. [1py HEBO3MOXHOCTU LOCTUXEHUS
KOHCEHCyca NpuBieKancsi He3aBUCHUMbIN JKCMepT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLNi.

MeToakbl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomMmeHaaumnmn
= KoHceHcyc akcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)

PekomeHayemast nobpokayecTBeHHas npaktuka Gasu-
pyeTcs Ha KMMHUYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunin.

JKoOHOMMYEeCKMI aHanu3
AHanus CTOMMOCTW HEe NMPOBOAUICS W NyGnukaummn no
(hapmaKkosKOHOMMKE He aHanM3MpOoBasuCh.

MeTtoa Banugusaumm pekoMmeHgaumm
= BHelLLHAs aKcnepTHas OLEeHKa.
= BHyTpeHHsIst akcnepTHas oLieHKa.

OnucaHue MeToaa BanuMausauum pekoMeHaaumm

HacTosiwme pekomeHgaumn B nNpeaBapuTenbHOn Bep-
cuK Bbinn peLeH3npoBaHbl HE3aBUCUMBLIMK SKCNepTamum,
KOTOpbIX Mpexae BCEro npocunm npoKOMMEHTMPOBATb,
HACKOMNbKO AOCTYMHA 4SS MOHUMaHWS WHTEpnpeTauust [o-
kasaTenbCTB, Nexallas B OCHOBE peKOMeHJaL uil.

OT Bpayei NepBUYHOrO 3BEHA — [OETCKMX PEBMATO-
FI0roB — MonyYeHbl KOMMEHTapUM B OTHOLLEHWW [OXOA-
YMBOCTWU U3NOXEHUS JaHHbIX PEKOMEHAAUMNA, a Takxke
NX OLEeHKa BaXXHOCTW MNpeanaraeMblx peKoMeHAaunn Kak
MHCTPYMEHTA NOBCEAHEBHOW MPaKTUKN.

Bce koMMeHTapuu, MoslyYeHHble OT 3KCrMepToB, TLUa-
TENbHO CMUCTEMaTU3MpoBanuUCbL M obCyxaanucb YneHamm
paboyen rpynnbl (aBTOpamMu pekomeHgaumn). Kaxgbli
NyHKT 06cyxaancst B OTAeNbHOCTH.

KoHcynbTaums n akcnepTHas oLeHKa

[MpoekT pekomeHaauun Bbin peueH3poBaH He3aBu-
CMMbIMW 3KCNEepTamu, KOTOPbIX NMPeXxae BCEro npocunu
MPOKOMMEHTMPOBATL [OXOAYMBOCTb U TOYHOCTb UHTEP-
npeTaumn AokasaTenbHon 6asbl, Nexalleil B OCHOBE pe-
KOMeHJauum.

Pabouas rpynna

[na okoHYyaTenbHOW pefakumMm U KOHTPOSS Kade-
CTBa pekomeHZauny Obiniv MOBTOPHO MpoaHanunanpo-
BaHbl YneHamu paboyel rpynmnbl, KOTOpble NPULLIK
K 3aK/lOYEeHM0, YTO BCE 3ameyaHuss U KOMMeHTapuu
3KCMNepTOB MPUHATHI BO BHUMAHWE, PUCK cucTemMaTuye-
CKMX oLINOOK Npu pa3paboTke pekoMeHdauuMn cBeneH
K MUHUMYMY.

OcHOBHbIe peKoMeHaaumnm

YpOBHM [0Ka3aTeNlbHOCTV UCMOMNb3yeMbIX MeOULNH-
CKMX TexHomnorun no onpegenexHuo LleHTpa gokasatens-
HoW MeauLmnHbl OKCopACKOro yHuBepcuTeTa:

Knacc (yposeHb) | (A) — 6Gonbluve ABOWHbIE CReEnble
nnaueboKoHTpONMpyeMble UCCNedoBaHWs, a Takxke AaH-
Hble, NMOMyYeHHble MPU MeTaaHanu3e HecKoMbKUX paHOo-
MWU3MPOBaHHbIX KOHTPONMPYEMbIX UCCIIEA0BaAHUIA.

Knacc (yposenb) 1l (B) — Hebonblune paHAOMU3NPO-
BaHHbIE 1 KOHTPOMMPYeMblE WCCMEAO0BaHMSA, MPU KOTOPbIX
CTaTUCTWYECKME AaHHble NOCTPOEHbl Ha HEBOMbLIOM YumC-
ne BOMbHbIX.

Knacc (yposenb) Il (C) — HepaHOOMU3MPOBAHHbIE
KMUHUYECKNE WCCNEefoBaHUS Ha OrpaHU4YeHHOM Konnye-
CTBe MaLMeHTOB.

Knacc (yposeHb) IV (D) — BbipaboTka rpynnon akcnep-
TOB KOHCEHCYyca Mo onpeaeneHHon npobneme.
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OMPEOENEHWE

FOBeHubHas cknepogepmMmsi — peakoe XpoHUYeckoe
3aboneBaHve COEAMHUTENIbHON TKaHW HESCHOW 3TMOMO-
rmun, KOTOopoe pasBMBaeTCH B Bo3pacTe A0 16 net n xapak-
TepusyeTcst BOCMANEHNEM M CKNEpPo3oM KOXW. Pasnuyatot
OBE OCHOBHbIE KNMMHMYECKME (hOPMbl FOBEHWITBHOW CKIle-
poaepMnn — BEHWIBbHYIO OrpaHmnyeHHyo (morphea;
tOOC[) v toBeHunbHYyt0 cuctemHyto (KOCCH). Mpwn HOOCO
NaToNornyecKknii MpoLecc 3aTparmBaeT OrpaHWYeHHble
yyacTkn Koxu, npu KOCCL — KOXy 1 BHYTPEHHUe opra-
Hbl. TpagnumnoHHo HKOOC[ OTHOCAT K KOXHbIM 60nesHaMm,
N BeeHWe NauneHToB C 3TMM 3abonesaHnem B GonbLuei
Mepe Haxo4mMTCs B KOMNeTEHUUM AepMaTtonoros. [oatomy
HacTosLLas rmaBa NOCBsLEHa CUCTEMHON hopme 3abone-
BaHUS.

FOBeHUbHas cMCTEMHAs CKNEPOAEPMUS — XPOHMYE-
Ckoe cucTemHoe 3aboneBaHWe COEAUHUTENMBHOM TKaHWU,
XapakTepm3yemMoe CUMMETPUYHBIM YNIIOTHEHUEM KOXWU U
MOAKOXHOW KMeT4yaTKn 1 ConpoBoXaaemoe (rubpo3HbIMU
N3MEHEHWSMU BHYTPEHHUX OPraHoB. 3TO OLHO M3 CaMbIX
TSXKENbIX peBMaTnyecknx 3abonesaHun y geten. Cuctem-
Has cknepoaepmusi, HayaBluasics B Bo3pacTe OO0 16 ner,
ABNSAETCS KMMHUYECKON (hOPMOIN CUCTEMHOW CKrepoaep-
mumn (CCL) B3pocnbiX, HO UMEET psf OTIINYUNA.

Koa no MKB-10
M34.9 CUCTEMHBI CKNEPO3 HEYTOYHEHHbIN.

ANMUAEMUONOInA

3aboneBaHne BcTpevaeTcss peako. lNepsuyHas 3abo-
neesaemoctb KOCC[ mocturaet 0,27 Ha 1 MIH OETCKOro
Hacenenus B rog. Cpegu 6onbHbix CCLl gons geten B
Bo3pacTe A0 16 net coctaBnsieT < 5%, a cpean Bcex 3abo-
neswux B Bo3pacte Ao 20 net — < 10%. CpegHuii Bo3pacTt
Hayana 3abonesaHns — 8,1 roga, Nk 3aboneBaemocTu
npuxogutcs Ha nepwogd ot 10 go 16 net. Cpeawn 3abones-
LWMX npeobnapatoT AeBoYkM (4:1); pacoBbIX pasnuunii He
ycTaHoBneHo. B Poccun gudpdysHas koxHas ¢opma HOCCO
BCTpeyaeTca B 10-12% cnyyaes, NUMUTUPOBAHHAs — B
30-33%.

ATUONOINMA N NATONEHE3

OTnonorna 3abonesBaHUst Heu3BecTHA. Yxe Ha paH-
HMX aTanax 6ones3Hun HabntogaeTcs reHepanu3oBaHHas
BacKynonatusi, NPorpeccupoBaHne KOTOPOW MPUBOAUT K
hbnbpo3HoI rMnepnnasum MHTUMbI, MOPO3y aaBEHTULUM,
pe3KoMy CYXXEeHWH u/unu obnutepauum cocynoB 1 nocne-
aytowen nwemuu. MNospexaeHne 3HOOTENUS MUKPOCOCY-
OB accouumpyeTcs C ayTOMMMYHHbIMU M BOCManuTEmNb-
HbIMU peakumsamu. NpsMoe 1 KOCBEHHOe CneacTBUe STUX
npoLeccoB — akTuauus rbpobnactoB — KIYeBoe
cobbiTe B passutn mbposa. AKTMBMPOBaHHbIE UBPO-
BnacTbl B NOBPEXAEHHBIX TKAHAX TPAHCHOPMUPYIOTCS B
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MUombpobnacTel, KOTOpPble HaYMHAKT CUHTE3MPOBATb
Benku aKCTpaLensSpHOr0 MaTpmKca B M30LITOYHOM KO-
nnyecTBe, YTO 3aBepluaeTcs mMbpo3oM TKaHel M OpraHoB.
Takum o6pasom, cTaguiitHoe Te4vyeHMe NaToriorM4yeckoro
npoLiecca 3aKOHOMEPHO MPUBOAUT K pa3BuTuio Heobpa-
TUMbIX PacnpOCTPaHEHHbIX CKNEPOTUYECKUX W3MEHEHMWIA,
onpefensiowmnx BbICOKYIO MHBanMam3aumio 60MnbHbIX 1
HebnaronpusaTHLIN NPOrHO3 6oNe3Hu.

KNACCUDOUKALINA

Ob6wenpuHaTon Knaccudukauum 3abonesaHusi He Cy-
wecTByeT. B HacToslee Bpems BbIAeNsT chegyowe
KnuHuyeckme dopmbl FOCCO.

Audgbcpy3Has KoxHasi cknepodepmusi xapaktepusyet-
€S 0BLWMPHBEIM 1 BbICTPONPOrpeCcCUpyOLLMM YNIIOTHEHW-
€M KOXW, COMPOBOXAAMLWMMCS MOPaKEHNEM BHYTPEH-
HUX OpraHoB — Nerkux, cepaua 1 NoYex.

JlumumupoeaHHasi koxHasi ckiepodepmusi (OOUH U3
BapuaHToB — CREST-cvHApOM) XapakTepuayetcs orpa-
HUYEHHBIM U MPOrPECCUPYIOLLUM YMIIOTHEHNEM KOXU
AMCTanbHbIX OTAENOB KOHEYHOCTEN, KOTOPOEe MOXET CO-
MPOBOXAATbCS MOPaXEeHWEM TErkux, NEro4yHon apTepu-
anbHOW rMnepTeH3nen unm manbadcopbumnen.

Y B3pocnbix nauneHtoB ¢ CC[l BblgenstoT Takxe ckie-
podepmuro 6e3 cknepodepmbl. B HacTosilee BpeMmsi ee
paccMaTpvBalT Kak BapUaHT NIMMUTVPOBAHHOW KOXHOW
CKnepoepMumn, a He Kak caMocTosiTeNlbHyl opmy 3a-
GoneeaHua. 310 KpawHe peakas naTonorusi (okono 2%
crnyyaeB), MPU KOTOPOW B MATONOrMYeCcKUn NpoLecc Bo-
BIIEYEHbI TONTbKO BHYTPEHHNE OpPraHbl.

Onsa nepekpecmubix ¢popm (Overlap Syndromes —
coyeTaHve y BONbHOrO ABYX HO30MOMMYECKN CamMoCTOS-
TenbHbIX 3a00MeBaHUA, YLOBMETBOPSIOLWMX CYLLECTBYHO-
WM KPUTEPUAM MX AnarHosa) TunnyHo covetanune HOCCO
C TaKUMW CUCTEMHbIMU 3a60MEBAHNSAMWN COEANHUTENBHON
TKaHu, kak CKB, nepmatommosunt u ap.

KNMUHUYECKAA KAPTUHA

Mo knuHnyeckmnm nposieneHnam HKCCL oTtnnyaeTcs
OT B3pocnbix dopm 3abonesaHust. CycTaBHOW CUHAPOM
oTMevaeTcs yYaue, bonee BbipaXKeH M COMPOBOXAAETCS
pas3BUTMEM CTOMKUX KOHTPAKTYp; MOpa)keHue KOXu
BCTPEYAETCS HECKOITbKO pexe, YeM Y B3pOCIbIX, MHO-
roa NpoTekaeT HETUMMWMYHO; NMOpPaXeHne BHYTPEHHUX
OpraHoB M cuHApom PeiiHo HabniogatwTcs pexe, Yem
y B3POCHbIX, U KIIMHUYECKN MEHEE BhIpaXeHbl, peako
pasBMBalOTCS NMMXopagka, NnoxyaeHue, MUO3UT U OCTe-
onua.

MNMopaxeHue KOXu

Y peteit KOXHbIA CUHAPOM, Hapsady C Knaccuyeckumu,
MOXeT ObITb NpeAcTaBneH atunuyHeivMm gns CCL, BapuaH-
TaMn — 04aroBbIM WUNW NNHEWHbIM NOPaXEHUEM, FeMu-
dopmamu. TunuyHa CTaguMHOCTb NOPaXeHUss — OTeK, UH-




IOBEHUJIbHAA CKIIEPOLEPMUA

pypauus, atpodus. Y ogHoro 601bHOr0 MOXHO YBUAETH
pasHble CTagun KOXXHOTO CMHAPOMA.

Ha cmaduu omeka nosBnseTcs NNOTHbIN OTEK KOXK U
nognexamx TkaHen. Koxa moxeT npuobpeTtatb nNunoBo-
PO30BYIO OKpacKy; cobupaeTcs B YTOSLLEHHYIO MO CpaBHe-
HMIO C HOPMOW CKMagKy; BO3MOXHO pa3Butme audpdysHomn
rMnepnurmMeHTaumm Koxmn 6e3 ee ynnoTHeHus.

Ha cmaduu uHdypayuu (ckneposa) MIOTHOCTb KOXW
YBeIM4MBAETCS, a ANacTUYHOCTb YMEHbLUAETCSs; Koxa Mnpu-
obpeTaeT uMaHOTUYHO-OYpbIM LIBET 3a CYeT rmnep- u
AMCNUTMEHTaLMN 1 yTOMNLWaeTCs HAaCTONbKO, YTO ee HEBO3-
MOXHO cobpaTb B cknagky. Popmupyrotcs crubatensHble
KOHTPaKTypbl.

Ha cmaduu ampocpuu Koxa ucToH4aeTcs, nosiensercs
XapaKkTepHbl 6reck, pasBuBaeTCa AUCNMIMeHTaums (ane-
MEHTbI KaK runep-, Tak u genurmeHTtaumu). Bcneacreue
aTpodun BOMOCSHbIX (OMNMUKYNOB, MOTOBbLIX U CallbHbIX
Xernes3 KoXa CTaHOBUTCS LUEPLUABON, CYyXOW, ucyesaeT BO-
NOCSIHOW MOKPOB. YMEHbLUAeTCs poToBas aneprtypa, dop-
MUPYIOTCA paguanbHble CKNagkn BOKPYr pTa, UCTOHYaeTcs
KpacHas kanma ryd — opmMupyeTcs CUMNTOM «KUCETay.
Ha nvue, pykax, B 30He AeKonbTe U Apyrux yvacTkax
NOSIBNAITCA TeNeaHrnakTasum — CrpynnMpoBaHHbIE B
My4YOK paclUMpeHHble Kanunnsapbl 1 BeHynbl (HEMOMHO-
LIEHHbI KOMNEHCATOPHbIN aHTMOreHes3 Ha (hoHe nLemMmnn),
4YMCIO KOTOPbIX CO BPEMEHEM yBenuumBaeTcs. PasBuBa-
eTcs aTpodmst NOAKOXKHOM KUPOBOW KNeTyaTkn, Mbiwy,. Y
19% 6onbHbIX KOCCH B MArKUX TKaHAX MOFyT NOSIBNATb-
Cs KanbuuHaTbl — HebBonbLIMX pa3MepoB NMOAKOXKHbIE
N BHYTPUKOXHbIE OTIIOXEHUSI CONen KanbLms; 0ObIMHO
pacnonaralTcs Ha nanblax, B MecTax MexaHU4ecKoro
Bo3gencTaus. KanbuuHatel MOTyT BCKpbIBATLCA C Bblaene-
HMEM TBOPOXMCTON Macchl U 06pa3oBaHNEM ONUTENIbHO
He3aXu1BatoLLMX A3B.

CuHapom PeliHo

PasBuBaetcs y 75—78% GonbHbix FOCCO (y B3poc-
nbix — obsi3aTenbHbIN Npu3Hak 6onesHn). YacTto boiBaeT
nepBbIM MPOsSiBNEHNeM 3aboneBaHusi, npedwecTsyeT Mno-
paXXeHWsSM OpraHoB, pa3BMBasiCb 3a MHOrMe Mecsbl U
Aaxe rofpl A0 HUX. Bbi3biBaeTCA U ycunmBaeTCs XONOAOM,
3MOLMOHarbHbIM  CTPeccoM. B ocHoBe cuHapoma nexuT
CUMMETPUYHBIA NapoKCU3ManbHbI Cnasm apTepuii 1 ap-
Tepuon nanbueB koHeyHocTel. KnuHuuyeckn 9TO NposiB-
nseTcs nocrnefoBaTenbHbIM M3MEHEHNEM OKPACKU KOXM
(nobeneHne — LMAHO3 — MOKPACHEHWE), OHEMEHUEM U
Gonbto. Y geTel npouecc MoXeT npotekaTb cTepTo. CUH-
Apom PeliHO accouumpoBaH C MLLEMUYECKMMMW MOBPEX-
AEHUAMMN KOXW: AUTUTanbHbIMK pyOUnKkamMm 1 93BOYKaMu,
CYXMM HEKPO30M, raHrpeHon, S3BEHHbIM MopaXeHnem
KOXW Ha yyacTkax, NoABeprawLlmxcs MexaHU4eckomy
BO3ENCTBUIO (HaZ KOMEHHbIMW M JNOKTEBLIMK CycTaBamu,
B 0611acTu nogphkek, NATOK).

MopaxeHune onopHo-ABUraTenbHOro annapara

lMopaxeHue cycmagoe npoTekaeT B Buae nonvap-
TpUTa C BbIPaXeHHbIM CMHOBUTOM (B AebloTe Hepeako no
Tuny OWUA), TeHocHoBuToB. C TeveHnem 6onesHn akccy-

JaTUBHbIA KOMMOHEHT BOCNANeHus yMeHblUaeTcs; ynop-
Hbll CMHOBWUT BCTpeyaeTcs penko. lNMpu xpoHudeckom
TeyeHun npeobnagatoT CKNepos3npyowme TEHOCMHOBUTLI
N NopaxxeHue 4pyrux nepuapTukynsapHbIX TKaHel: passu-
BaeTcs atpoms MbllL, DOPMUPYIOTCA CKNepoaaKkTunms,
crmbaTernbHble KOHTPaKTYpbl KakK MEMKUX, Tak U KPYMHbIX
cyctaBoB. Pa3BmBaeTcs akpoocTeonus — pe3opbums KOH-
LeBbIX OTAEMOB AMCTanbHbIX hanaHr KUCTen BCNeacTBme
ANUTENBHON  MLWIEMWUW, NPOSIBAAIWAACS YMEHbLIEHWNEM
obbema MATKMX TKaHEN KOHLOB ManbLeB, YKOPOUYEHNEM U
aedopmauyen nocnegHux.

Muonamuyeckuli cuHOPOM npefCTaBNEH HeBocna-
nMTENbHON (MOPO3HOA K BOCMANMUTENBbHOW MMUONaTUEN.
Onsa ¢pubposHoi muonatumM xapakTepHbl HE3HauMTeNbHas
cnaboCTb NPOKCUMAnbHbLIX TPYMNM MbIWL, YMEPEHHOE MO-
BblleHne ypoBHS KOK; ana socnanutenbHON — Muanrmm,
npoKcMManbHasi MbllevHas cnabocTb, 3Ha4YnTeNnbHOe Mo-
BblleHne ypoBHs K®K, BocnanuTenbHble U3MeHeHUs npu
anektpomuorpacuu (AMIN) n B GuonTarax.

MNMopaxeHue xenyao4YHO-KULLIEYHOTO TpakKTa

FunomoHusi nuweeodaHabniogaetcs y 75-90%
GonbHbIX. KnuHuyeckn nposiBnseTcs mM3xoron, gucdaru-
en. Y 30% 6GonbHbix KOCC[l gnarHoctTupyeTcst racTpoa3o-
(hareanbHbIn PedOKC, NPU KOTOPOM HEpPeaKo BbISABNS-
FOTCH 9pO3UN N A3BbI NUWEBOda. Y OTAeNbHbIX OOMbHbBIX
pa3BMBaeTCa Qunarauus nuuiesoaa.

FunomoHus xenydka xapakTepuayetcs 4yBCTBOM Obl-
CTPOroO HacCbILLEHNS, OTPLIKKOW, PBOTOWN.

lMopaxeHue Kuwe4HuUKa NPOSBNSETCA MOHOCOM W/
UnK 3anopom, CUHAPOMOM Manbabcopbumu. MNMposiBneHus
manbabcopbummn ycunmBawTCa Mpu U3BLITOYHOM pocTe
naToreHHon qonopbl KMLIEYHKa BCNEACTBME 3aMeeHns
naccaxa nuuieBblx Macc. HabntogaeTcst HegepxaHue Kana
BCI1eICTBME HECOCTOATEMBHOCTU CHUHKTEPOB MPSAMOMN
KMLLKK.

MopaxeHune nerkmx

JlecoyHas apmepuanbHas unepmeH3usi pa3BmBaeTCs
y 5-10% 601bHbIX, NPENMYLLECTBEHHO C MMMUTUPOBAHHON
KOXXHOW (hOopMON Ha No3gHuX ctagmsax. KnuHuyeckn npo-
SBNSAETC OAbILIKONW, MPU aycKynbTauuu BbICNYLIMBAETCH
akueHT Il ToHa Ha neroyHon aptepun. PaHHUM NpU3HaKom
MOXET ObITb N30IMPOBaHHOE (6€3 CHWDKEHUS NErOYHbIX
00bEeMOB) CHWKEHWE AUPDY3MOHHON CNOCOOHOCTY NMErkux
(< 60% OT OOMMKHOW BENWUYMHbI). [JOCTOBEPHbIN AMarHo3
yCTaHaBNMBalT TOMbKO C MOMOLLBKD KaTeTepusauuy npa-
BbIX OTAEMNOB cepAla (NoBbllleHne AaBfeHWs B NErovHomn
apTepun > 25 MM pT.CT. B Nokoe). JleroyHas (HeapTtepuanb-
Has) rMNepTeH3Vsl MOXeT pasBuBaTbCA BCIeACTBME Mopa-
XKEHUS NapeHXuMbl Nerkux u/unu neBbIx OTAENOB cepaua.

UHmepcmuyuanbHoe nopaxeHue seakux. KnuHu-
YecKre CUMNTOMbI BblpaxeHbl cnabo u HecneunmuyHbl.
Y 6onbluMHCTBA OOMbHBIX OHW CTAHOBSATCS OYEBUAHLIMU
TOMbKO NPU MacCUBHOM MOPaXEeHUN UMW Ha MO3OHEN
cTagmm 6onesHu: ofblllKka, HENPOAYKTUBHbLIN Kallenb,
kpenutauus. KoHeuHoW cTaguen aensetcs ¢ubpos ne-
royHon TKkaHu. Hapsgy ¢ nporpeccupyloLlen aptepu-
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anbHOW NEerovyHon runepTeH3nen UHTepcTuumnanbHoe
nopaxeHue nerkMx onpegenser OCHOBHbIE MPUYUHBI
cmepTy npu CCA,.

MopaxeHue nneepnbl. PasBnBaeTcs ¢umbpo3 (sKkccyna-
TMBHOE BOCMNaneHuwe HexapakTtepHo). [pu BbipakeHHbIX
000CTPEHUAX MHOTAa MOXET BbISBMATLCS Hebonbloe
KONMYECTBO 3KCCyAaTa B MreBpasbHbIX MOMOCTAX.

MopaxeHune noyek

BosHukaeT y 30% 6onbHbix KOCCL,.

XpoHuyeckasi Hegpponamusi passuBaeTcay 50%
GonbHeix CC[. OHa xapakTepudyeTcs OTHOCUTEMbHO A0-
OpoKavyeCTBEHHBIM MOPaXEHWEM COCYAOB, MEANEHHbIM (B
TeYeHWe MHOrMX NeT) 6ECCMMNTOMHBIM CHWXEHUEM KIy-
BG0o4KOBOW UNLTPALMN N MUHUMATBHBIMU U3MEHEHWAMU
MO4YEBOro ocagka.

Cknepodepmudeckull moveyHbili Kpu3 pasBuBaeTCcs
y 2-5% 6onbHbix CC[l, paccmaTprBaeTcs Kak npusHak Ba-
ckynonatum. MNposiBnsieTcs BHE3amnHbIM U CTPEMUTENBHBIM
pa3BMTMEM OCTPOW MOYEYHOW HEAOCTAaTOMHOCTW, apTepu-
anbHOW rnepTeH3nen, GbICTPO MpUHMMAtOLLEN 3roKade-
CTBEHHbIV xapakTep. JleTanbHocTb coctaBnseT 40-50%.

Nwemuyeckasi Hegpponamus pa3suBaeTcs Ha poHe
CTEHO3a NOoYeYHbIX apTEPUN.

MopaxeHue ceppua

Bo MHoOrmx cnydasax npotekaeT 6€CCUMMTOMHO U
BbISIBNSIETCA WMHCTPyMeHTanbHO. [MposaABneHus Ha KM
MOFyT BapbvpoBaTb OT MPU3HAKOB MLIEMWUUN OO OYaro-
BO-py6LOBLIX M3MeHeHun Muokapaa. Mpwu OxoKlm moryT
BbISIBNIATLCS CHMXXEHWE COKpPaTUTENIbHON CNOCOBHOCTM
MWUoKapaa, 30Hbl TMMO- U aKMHEe3uun, pacluupeHue no-
nocTen cepgua.

[ns nopaxeHns MuoOKapga XapakTepHO «MSATHUCTOEY
(HekopoHaporeHHoe) pacnpefeneHue o4varoB ¢mbposa.
MNopaxeHue aHOoOKapaa HexapakTepHo. lNepvkapauT npo-
TekaeT CTepTo, BblpaxeH cnabo (HesHaunTenbHasa cenapa-
Lmsa nuctkoB nepukapga npm IxoKr).

MopaxeHne HepBHOW CUCTEMbI

MpeacTaBneHo MNONMHEBPUTUYECKUM CUHAPOMOM,
CYHOPOMOM 3aMsiCTHOrO KaHana M APYrMMU TYHHEMNbHbI-
MU cuHZpOMamu. Takxke pasBUBaeTCs TpUreMuHanbHast
CEeHCOopHas HelponaTus — OOHO- WW [BYCTOPOHHee
OHEMEHWe nuua, coyeTarolleecs ¢ Gonbio 1 napecTesus-
MW; BCTpeYaeTcs peako, MHorAa 40 pasBUTMA OCHOBHbIX
KMUHUYECKNX NPOSIBREeHU 6onesHu.

TEYEHUE

3aboneBaHne pasBuBaeTcsa nocteneHHo. CpeaHsas
NPOAOMKXUTENBHOCTL Mepuoa OT NOSBNEHUs nepBbiX
npu3HakoB 3aboneBaHUsi OO YCTAHOBIIEHWSI [MarHosa,
Mo JaHHbIM pasHbIX UCCrefoBaTenen, MOXeT COCTaBNsATb
OT 7 mecsueB (amanasoH 2-50 mecsues) go 1,9-2,8 roga
(onanasoH 0-12,2 roga), 4TO 3HaAYUTENbHO 3aTpyaHSAET
ONarHoCTUKY.
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OCNOXHEHUA

= XKenyoouyHo-KMLIEYHbIA TPaKT: BO3MOXHO pas3BuTUE
CTPUKTYPbI HWXHEN TPeTW nuiieBofa BCrEAcTBue pyb-
LIOBbIX M3MEHEHU MPU PELUANBUPYIOLLEM S3BEHHOM
MOpaXXeHUN, a TaKXKe XXenyL4o4YHOro KpoBOTEYEHMS!
MPU MHOXECTBEHHbLIX TerleaHrnakTasmsx CrmsucTo
0605104KM Kenyaka.

= CeppaeyHo-cocyancTasi cuctema: apTUMuL, Kapavomu-
onarus.

< JlerouHbii Gnbpo3.

< [loyeyHasi HeJOCTaTOUHOCTb.

= OcTpasi runepTeH3nBHas sHuedanonatus.

OUATHOCTUKA

JTabopatopHbie uccnegoBaHus

KnuHu4eckuli aHanu3 Kpoeu:. BO3MOXHO YCKOPEHUe
COa.

Buoxumuveckue u ummyHosozu4eckue uccriedoea-
HUs1 Kpoeu: runeprammarnobynuHemus, P® onpepens-
etcay 17%, AH® — y 81-97%, aHtn-Scl-70 — y 28—
34%, aHTULEHTPOMEpHbIE aHTUTeNna — Yy 7-8% OOMbHbIX
tOCCA. Takxe moryT obHapyxuBaTbcs aHTuTena Kk PHK-
nonuvepase lll. B otnnune ot CCJl nosieneHne aHtu-Scl70
n antuten k PHK-nonumepase Il y 6onbHbIX KOCCL He
rOBOPUT O NIIOXOM NMpPOrHo3e 3aboneBaHus.

KnuHuyeckuli aHasiu3 Moyu: NpOTEUHYpUS, cBUae-
TENbCTBYIOLLAS O MOPaXXEHWUUN MOYEK.

WHcTpyMeHTanbHbIe uccriegoBaHus

LleHHbiM meTogom pauarHoctukn HOCCL aBnseTca Bu-
JeoKanunnsipocKonusi HOrTeBoro noxa. Ha paHHewn cTa-
OUN BbISIBNAKOTCA €AMHUYHbIE remopparum, HebonbLioe
YMCIO pacLUMPEHHbIX (TMFraHTCKUX) Kanwumnspos, OTHOCU-
TENbHO XOPOLIO COXPaHEHHOE pacnpefeneHne Kanun-
NAPOB M OTCYTCTBUE SIBHOTO YMEHbLUEHUSI UX MIIOTHOCTY.
[N no3gHen ctaguu XxapakTepHbl OTCYTCTBUE MMraHTCKUX
KanunnspoB 1 reMopparvini Unu He3HauYUTENbHOE X YNC-
no, Ae3opraHn3aumnst KanunnsipHow CeTh, HepaBHOMEPHOe
pacliMpeHne KanwumnspoB M BbIPAXXEHHOE CHWKEHUE UX
MMOTHOCTK; OBHapyXXMBaTCS OOLIMPHLIE aBaCKynsipHble
Monsi, KYCTOBMAHbIE Kanunnsipbl.

MokasaHo NpoBefeHne PYHKLMOHANbHBIX JIErOYHbIX
TECTOB AN XapaKTEPUCTUKN BEHTUNSILMOHHON (YHKLMK
n ondcy3MoHHON CNOCOBHOCTM Nerknx (CnMpoMeTpus,
onpepenexHne A dy3MOHHOW CNOCOBHOCTM NErkux Me-
TOOOM OAMHOYHOIO BAOXa unm bogmnnetmamorpadums).

[nst yTOYHEHUs BLIPAXEHHOCTV OPraHHOW NaTosnormm
MPOBOASATCS UHCTPYMEHTanbHbIE UCCnenoBaHus (Tabn. 1).

KPUTEPUU OUATHOCTUKU

Kputepun auarvosa KOCC[] 6onee «xectkue» (tabn. 2),
4YeM [OMarHoCTUYECKNe KpuTepum y B3pocnbix (Tabn. 3).
3970 cBSI3aHO C HEOOXOAMMOCTbIO UCKMHOYEHUSI COCTOSIHUN,




IOBEHUNIbHAA CKNEPOOAEPMMUA

Mpuv KOTOPbIX MOXeT BCTpeyatbCsl AnddysHoe YyNnoTHEHWE
KOXXM — 303MHOMUIBbHBIN (hacumnT, nporepus, eHUIIKeTo-
HYpWsT UK NaHcKnepoTuyeckass mopdea. CneumguyHOCTb
KpuTepueB amarHocTukm KOCC[ gocturaer 96%, 4yBCTBU-
TenbHocTb — 90%. CneundnyHOCTb KpPUTEPUEB AMArHo-
ctukn CCL — 92%, uyBcTBMTENBHOCTE — 91%.

JAudgppeperyuanbHbil AuazHO3 NPOBOAAT CO Credyto-
MMM 3aboneBaHNAMM:
FOOC[, (Hambonee 4acTo);
AN DY3HbIN 303MHOUIBHBIA  haCcLMKT;
cknepegema byLuke;
MynbTUdOKanbHbIN (HPrUBpPO3;

Tabnuua 1. IHCTpyMeHTanbHbIE UCCNeaoBaHNs, UCMONb3yeMble AN AMAarHOCTUKN CKIepoaepMmm

Mpeanonaraemasn natonorus

[MnoToHus nuwesoaa, pedniokc-a3odaruT, CTPUKTYpa
nuuiesoaa

Bug nccnepoBaHus

MaHomeTpus
330charoractTpogyoaeHoCcKonus
PeHTreHorpagms ¢ KOHTPacToMm

WHTepcTuumanbHeli prmbpo3s

NeroyHas runepTeH3us

PeHTreHorpacus, komnbloTepHas Tomorpadus,
PyHKUMSA BHELIHETO AbIXaHWs, CUMHTUrpaduns
Oxokapaunorpadus, OKI, peHTreHorpadums

Apntmmm
OuaroBhbliii h1bpo3 MrMokapaa
Mepukapaut

MoHnuTopupoBaHne IKI
OKT, axokapawuorpadusi, CUMHTUrpadus
Oxokapgumorpadus, KomnbloTepHas ToMorpadust

OcTpas cknepofepmuyeckast Hecpponatus

MoHuTopuHr ALl, ypOBEHb KpeaTuHMHA U PEHNHA B
KpoBM, OPTaNIbMOCKONMS, BUONCKS NMOYKM

Tabnuua 2. MNpeaBapuTenbHble KPUTEPUM AMarHo3a IBEHUNBbHOW CMCTEMHONW cknepodepmum (F. Zulian n coast., 2007)

Bonblon kputepui

lMpokcumanbHas cknepogepmMa/vHaypauus Koxm

Manble kputepumn

KoxHble nposiBneHus

1. CknepogakTnnms

Mepudepuryeckune cocyabl

2. CuHgpowm PeiiHo
3. TuNYHbIE U3MEHEHMS NPY KANWINAPOCKONUM
4. inrutanbHele A3Bbl

Mopaxexune XKT

5. Ancdparms
6. MacTpoasodpareansHbln pedortoke

MopaxeHue cepaua

7. Aputmus
8. CeppeyHas He[OCTATOYHOCTb

MopaxeHne novek

9. OCTpblii CKNEPOAEPMUYECKUIA KPU3
10. Bnepsble passuBLluascsa Al

[MopaxeHune nerknx

11. Nerounblit hmbpos (KT BeicOKOro paspeLueHus/
peHTreHorpadus)

12. CHuxeHve anddy3nMoHHOM cnocobHocTy nerkux < 80%
13. JleroyHas runepTeH3uns

HeBponormquKme npoABieHNA

14. Henponatus
15. CuHOpOM 3angacTHOro kaHana

KocTHO-MbILLEYHAs cuctema

16. KpenuTaums Cyxoxunum
17. ApTput
18. Muosut

NabopaTtopHble Mapkepbl

19. AHTUSOepHble aHTUTenNa

20. Cneuncuunble ana CCLl aytoaHTutena
(aHTULEHTpPOMEpHbIE, aHTK-Scl-70, aHTMMOpUNNApHbIE,
aHTu-PM-Scl; aHTumbpunnuHoBble unu aHtutena k PHK-
nonumepase I nlll)

Ina yctaHoBneHuss guarHosa HOCCHy nauueHTOB B Bo3pacTe mnaguwe 16 net Heob6xoanumMo coyeTaHue
6onbLworo KpuTepus (MPOKCMMarnbHOW CKNepoAepMbl) M Kak MUHUMYM 2 u3 20 ManbiX KpuTepueB
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Tabnuua 3. KnaccudukaLmoHHble Kputepun Ans AnarHocTuku cuctemHon cknepogepmuun (F. Van den Hoogen n

coaBT., 2013)

MapameTpsbl BapuaHTbl npu3HakoB Bannbi
1. YnnoTHeHue u yTonLieHne KOXmM 0benx pyk Bbille 9
NACTHO-hanaHroBbIX CycTaBoOB
OTtek nanbLeB ’
2. YNnoTHEHWE W yTOMLLEHME KOXM NanbLeB Bce nanbubl, AucTtansHee NSACTHO- 4
(hanaHroBbIX CyCcTaBOB
AsBoukn 2
3. urutanbHas nwemms
Py6umkn 3
4. TeneaHrnaktasum - 2
5. Kanunnsgpockonuyeckme nameHeHns - 2
6. leroyHasn apTepvanbHas rmnepTeH3nst u/mnum 5
MHTEepPCTULMANBHOE NOPaXeHNE NErknx
7. ®eHomeH PeiHo - 3
8. Cneumndumurble aytoaHTutena (aHtu-Scl-70, 3
aHTuUeHTpomepHble, K RNA-nonumepase Ill)
MapameTpbl 2 1 3 BKNOYaloT No ABa BapuaHTa Npu3HakoB. B obwyo cymmy 6annoB gob6aBnsieTcsi TONbLKO
0QHO — MaKcumarnbHoe 3Ha4yeHue napameTpa. fijuarHo3 CCI MOXHO yCTaHOBUTb, ecnv cymma 6annos 2= 9

= napaHeonnacTuyeckas ckrnepogepmMus;
= [CeBOOCKNEPOAEPMUS.

Mpy GOnNbWMHCTBE HO30MOMMI, CONPOBOXAALLMXCS
CKNeponoaobHbIM MOpPaXeHNem KOXMW, OTCYTCTBYHOT de-
HOMeH PeliHO 1 nopakeHne BHYTPEHHUX OPraHoB.

NMPUMEPbI OUATHO30B

= [lpumep Ne 1. CuCTEMHBIV CKNEpPO3, C NopaKeHuem
KOXW, COCyaoB (CvHApPOM PelHOo), )enygouHo-KuLeY-
Horo TpakTa. OCNOXHEHME: CTPUKTYPbI HWKHER TpeTu
nvwesona.

= [Ipumep Ne 2. KOBeHMNbHas CKNepPoaepMums, ¢ nopaxe-
HMEM KOXu (remudpopma), COCyAoB (TeneaHrnakrasum),
CyCTaBOB (NOMMapTpuT).

NEYEHUE

HemepgukameHTO3HOE neyeHue

Pexxum. B nepnogbl obocTpeHus 3abonesaHust criegy-
eT orpaHnyMBaTh ABUraTenbHbIA pexum pebeHka. MonHas
uvmMmobumnusaums cnocobCTBYeT pPasBUTUIO KOHTPAKTYP,
aTpouM MBILEYHON TKaHW, yCyrybneHnto ocTeonoposa.
dusnyeckme ynpaxHeHUst CnocobCTBYOT COXPaHEHUHO
(OYHKLMOHAanNbHOMW akTUBHOCTW CyCTaBOB. PekomeHAayeTcs
COXPaHATb MPSIMYK0 OCaHKY Npu xoabbe n cnaeHun, cnaTb
Ha XeCTKOM MaTpace 1 TOHKON noAyLuke. VCcknounTb ncu-
XO3MOLMOHanbHbIe Harpy3ku, npebbiBaHMe Ha COrHLUE.

Huema. Y 6onbHbIX € cMHAPOMOM KylunHra Lienecoo-
6pasHo orpaHuyeHue noTpebneHus yrneBodoB U XUPOB,
npegnodTuTenbHa GenkoBas AueTa. YnoTpebneHnue npo-
[YKTOB C MOBbILLEHHBLIM COAEpXaHeM KanbLms 1 BUTamu-
Ha D ans npodumnakTikm octeonoposa.
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JleyebHasi ¢puskynbmypa. JleuyebHyto U3KynbTYpY
MPOBOAST B COOTBETCTBUMN C MHAWUBMAYANbHLIMA BO3MOX-
HOCTSIMU BONBHOTO.

Qduszuomepanusi. BaxHeWlnMin KOMMOHEHT NeveHus
CUCTEMHOW CKnepogepMun — MecTHas Tepanus. Ha Hau-
Bonee nopaxeHHble obnactu (kMcTu, CTonbl K 4p.) Nokasa-
HO npumeHATb 50-70% pacTtBop AMmeTUncynbdokcuaa B
BUAE annnukauuin; BOSMOXHO €ro covyeTaHue ¢ npoTuBO-
BOCMaNMTENbHLIMU W COCYANUCTBEIMK mpenapatamu. B cny-
Yyae OTCYTCTBMSI MIN HEGOMbLUIOW aKTMBHOCTM MpoLecca
MPMMEHSIOT Tennosble (napaduH) KU anekTponpoueaypsl
(anekTpodhopes, MoHoopes € NMAa3on Ha KUCTU U CTO-
Mbl), TAKXXE BO3MOXHO NMPUMEHEHME ynbTpasByka, nasep-
HOW Tepanuun, akynyHKTypbl.

MegukameHTO3HOE NneYyeHue

Inokokopmukocmepoudsl (C). MMpumeHsoTca  npwu
nporpeccupyoweM AnMdy3HOM MOPaKEHUN KOXN, SBHBIX
KITMHUYECKMX MpU3HaKax BOCManuTenbHOM aKTUBHOCTU
(ceposnT, MMO3UT, MHTEPCTULMANbHOE MOpaXeHue ner-
KUX, pedpakTepHbIi CUHOBUT W/WUITN TEHOCMHOBMUT).

[pedHu3onoH wnn memunnpedHU30/0H Ha3HavaeT-
ca per os B gose 0,3-0,5 mr/kr B CyT 0O AOCTUXEHUS
SIBHOTO KnnHu4eckoro addekta (1-3 mec n 6onee). [a-
nee o3y NPegHN30noHa MeaneHHO CHMXaKT OO NOoA-
aepxusatowen — 0,1-0,2 mr/kr B cyT. lMonHas oTmeHa
'K BO3MOXHA Mpu CTOMKOW CTabunm3auum COCTOSIHUS,
0COOEHHO NpU COBMECTHOM MPUMEHEHUU C UMMYHOZe-
npeccaHTamu.

HeobxogmMo yunTbiBaThb, 4To Oonbwne fosbl MK
(> 0,3 mr/kr) MoryT npoBoUMpOBaTb pPa3BUTME OCTPOW
CKITepPOAEPMUYECKON NMOYKM, OCOBEHHO Mpu Anddy3HON
dopme.

[MIOKOKOPTMKOCTEPOMALI A9 NepoparibHOro npuema
COYETAKT C UMMYHOAEMPECCAHTaMM.
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MmmyHopenpeccaHThl. [lpenapatom nepsBoro
Bbibopa aBnaetca memompekcam (D). lNokasaHuem
ONA HasHayYeHUs ABNAITCA MNopaxeHne KoOXu, 0Co-
GeHHO B paHHel cTaguu, MblLEYHbIN U CYCTaBHON
cuHapombl. MpumeHsieTcs peros B gose 15 mr/m? Ha
npvem 1 pa3 B Hed. [nnTenbHOCTb Tepanum cocTas-
naet 6-18 mec.

Luknogpocpamud (B). HasHauaeTcsi npu MHTepCTULM-
anbHOM MOPaXEHWN NErkux 1 anbBEONNTE BHYTPUBEHHO B
nose 400 Mr/m? nosepxHocTi Tena 1 pa3 B mec. [nutenb-
HOCTb Tepanun — 6-12 mec.

Bo3MOXHO npumeHeHWe yuknogochaHa per 0s, a Tak-
xe moghemuna mukogheHonama (D) per 0S.

leHHO-UH)XXeHepHble 6uosozuyeckue npenapamsbi
NPUMEHSIOT NpW nporpeccupytowem  auddysHom nopa-
XKEHUN KOXM, SABHbIX KIMMHUYECKNX MPU3HAKax Bocnanu-
TENMbHON aKTUBHOCTU (CEPO3UT, MUO3UT, MHTEPCTULMANb-
HOe MopaxeHue nerkux, pedpakTepHbin CUHOBUT W/Mnn
TEHOCWHOBMUT).

Pumykcumab (D) HasHa4yaeTcs BHYTPUBEHHO B [03€
375 Mr/M? NoBepXHOCTM Tena B Hel, B TedeHue 4 no-
cnefoBatenbHblX Hed. [MOBTOPHLIN Kype puTykcumaba
NPoOBOAAT Yepe3 22—24 He Nocne NepBoro BBeAeHUs
npenapaTa Npu COXpaHSALENCsS BbICOKOW aKTUBHOCTU
6onesHn.

lMpenapamel, oka3bigaroujue 6/USHUE HAa MUKPO-
UUpKynsiyur, NPUMEHSIOT NPY CUHApPoMe PeinHo.

MpumeHsaoT BazogunaTaTopbl, B NepBylo ovepeb
GrnokaTopbl KanbLUMeBbIX kKaHanoB — HughedunuH (A) per os
B gose 1,25-7,5 wmr/cyt, amnodunu+H (A) per os B fo3e
1,25-7,5 mr/cyT.

BasoaunartaTopbl HasHavalT B COMETaHUM C gesarpe-
raHtamu — ounupudamoriom (D) per 0s B Ao3e 5 mr/kr B
CyT, pas3deneHHon Ha 2-3 npuema, neHmMoKCcuuIIUHOM
(D) per os B go3e 15-100 mr/cyT.

Takxe npumeHaT annpocmadun (A) B CYyTOYHON
[o3e 6 Hr/Kr B Yac, pasgeneHHon Ha 2 npuema. lpe-
napaT BBOAWUTCA TOMbKO Yepes3 UHGYy3oMaT CO CKOpO-
CTblo He MeHee 50-75 Mn/4 B Te4eHne He MeHee 2 .
OnutenbHOCTb Tepanuwu cocTaBnseT 14 aHeWn, 3aTeM
[03a npenapara cHwxaetcsa o 3 Hr/kr B yac. MHdy3uu
NpoAoKatT B TedyeHue 3 AHEeN, nocre Yyero npena-
paT oTMeHsT. Bo nsbexaHne pasBuTUS HexXenaTtenb-
HbIX SiBNeHuin (peskoe cHuxeHne All, akcTpacucTonus,
Taxu-, bpagmkapausl) BBeeHve npenapaTta NnpoBogUTCS
TOMNbKO NPU NOCTOSAHHOM MOHUTOPUHre KT,

NHa2ubumopbl aH2uomeH3UHNpespawarow,e2o
¢hepMeHma NpUMEHSIOTCS NPU NOpaXeHUn Novek, apTe-
pransHOW rmnepTeH3un. HasHavalT aHananpun B [o3e
0,1-0,2 mr/kr B cyT.

Xupypruyeckoe reyeHue
[Noka3aHus:

= BblpaXeHHbIE KOHTPaKTYpbl CYyCTaBOB CO 3HAYMUTEMb-
HOW (hyHKLIMOHANbHOW HEAOCTAaTOYHOCTbIO;

= TpaHcnnaHTauus noyek nNpu OTCYTCTBUM BOCCTaHOBME-
HUS YHKLMM NOYEK Yepes 2 roga OT Havana remogma-
nm3a npu HegponaTuu.

BEOEHUE NMALUMUEHTOB

1. Bcem getam — odopmneHne cTatyca «pebeHOK-UH-
Banua».

2. ObByyeHune Ha OOMY MOKa3aHo AeTaMm, Mony4varowum
rMBen.

3. Bo Bpems noceLleHns LKOMbl HE MOKa3aHbl 3aHATHS
uskynsTypon B 0bLien rpynne.

4. 3aHaTus NIOK B cTagun pemuccun 6onesHn co cneum-

anucToM, 3HaKOMbIM C 0COBEHHOCTAMM NaTonoruu.

[MpoTrBOMNOKa3aHbI:

BaKUUHaLMS;

BBeJeHVe ramMma-rnobynmHa;

nHconsauusa (npebbiBaHne Ha COnHue);

CMEHa KnmmMara;

nepeoxnaxaeHue (B TOM YUCMe KynaHue B Bogoemax);

usndeckme 1 NCUXMYECKME TPaBMbI;

KOHTaKTbl C 4OMALUHUMWU >XMBOTHbLIMMU;

neyeHne NMMYHOMOAYNATOPaMu.

O6y4eHue 60nbLHOrO

BonbHOM 1 ero poguTenu OOMKHbI 3HaTb 06 OCHOB-
HbIX KIMMHUYECKMX MpU3Hakax, Xapaktepe 3aboneBaHus,
chakTopax, nposoumpytowmx oboctpeHne. OHU OOMKHbI
ObITb AeTanbHO MHOPMUPOBaHbl 060 BCEX JOCTOMHCTBAX
1 noboyHbIX adekTax nekapcTBeHHbIX cpeacTs (JIC), He-
06Xx0aMMOCTN perynsapHoro npuema npenapatoB. Cnepy-
€T MHCTPYKTMPOBaTb OOMbHBIX O BaXHOCTW TLLATENBHOIO
peryrnsapHoOro MOHUTOPUHra nposoAnMmMon Tepanuu. Mpu
nosiBNeHMN NoBOoYHbIX 3PEKTOB NALMEHT OOSKEH 3HATb
0 rnocrnegoBaTeNlbHOCTU CBOWUX AeNCTBUA (BpeMeHHOW OT-
meHe JIC n obpaweHun k Bpadvy). Heobxoammo obyyeHune
caMux NaLMeHTOB U UX POAMTENel HaBbIKaM eXedHEBHbIX
TPEHMPOBOK, a TakXe YNpaxHeHusaM nedvebHon uskynb-

TYpbl.

BepeHve nauMeHTOB B CTauMOHAPHbIX YCNOBUAX
CneumanuavpoBaHHasi, B TOM 4MCIle BbICOKOTEXHO-

MOrMyHas, MOMOLLb OKa3blBaeTCcsl B AETCKOM PEBMAToso-

rMYecKOM OTAENEeHUN MELMLUHCKON opraHusauuu, roe

npeayCMOTPEHO Hanm4yume:

= OTAeNleHUsl aHecTe3uonorum 1 peaHuMaTonoruM Unu
6roka (nanatel) peaHMMaLMn U UHTEHCUBHOW Tepa-
nuu;

= WMMYHONOrM4eckon nabopaTopun C NPOTOYHBLIM Liu-
TocbrnyopumeTpom M obopynoBaHuem Ans onpenene-
HUS UMMYHOMOIMYECKUX MapKepoB PEBMATUYECKUX
bonesHen;

= OTAEeneHus Ny4YeBON AMArHOCTWKM, BKMHOYasi KabuHeT
MarHWTHO-PE30HAHCHON W KOMMbIOTEPHOW TOMOrpa-
cum c nporpamMmmon A4ns MccnefoBaHUs CyCTaBoB;

© 3HOO0CKOMUYECKOro OTAENEHMS.
lMomollb okasbiBaeT Bpay-peBMaTonor, COOTBET-

cTBytowmnn KanudukaumoHHeliM TpeboBaHusM K crie-

umManuctamM C BbICLUMM M MOCIEBY30BCKUM MEAULIVH-

CkMM U1 hapmaueBTuyeckum obpasoBaHneM B cdepe

34paBOOXpaHeHUs No cneumnanbHOCTU «PEeBMaTONo-

rms» 6e3 npeabsaBneHns TpeboBaHu Kk cTaxy pabo-
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Tbl (Mpuka3 MuH3gpascoupassuTua Poccumn ot 7 mnons
2009 . N2 415H € M3MEHEHUSAMMW, BHECEHHBIMU NPUKA30OM
MuH3gpaBcoupa3sutus Poccumn oT 26 aekabps 2011
Ne 1644H; lNpukas MuH3gpascoupassutua Poccum ot
23 nions 2010 . Ne 541H).

O6cnedosaHue U nevyeHue nayueHmos npoeodumcs 8
coomeemcmeuu co cmaHOapmom creyuanu3uposaHHoU, 8
M. Y. 8bICOKOMEXHOM02UYHOU, MeduyuHckoU nomowu 60osb-
HbIM C CUCMEMHbIM CKIIepo30M 8 yCrlo8UsiX cmayuoHapa
unu GHe8HO20 cmauyuoHapa:.
= [eTsaM C BbICOKOW U CpefHen CTeneHbi akTUBHO-

cTn GonesHu cneunanu3npoBaHHas MeAULMHCKas

MOMOLLIb OKa3bIBAETCS B YCNOBUSAX KPYrMOCYTOYHOrO

cTauunoHapa;
= [EeTsM C HU3KOW CTEeNeHbl aKTUMBHOCTUM U PEMUCCU-

en bonesHn cneunanusnpoBaHHas MeauuMHCKas Mno-

MOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOO U

[OHEBHOTO CTauMoHapa.

lpodomkumenbHOCMb fle4YeHuUs nayueHma e cmauyuo-
Hape — 28 aHen.

lpodomkumensHoCcMb neYeHUs nayueHma 8 ycroeusix
OHegHO20 cmayuoHapa — 14 gHen.

BepeHne nauueHTa, nonyvarouiero npoTusBopes-
MaTu4yeckue npenaparbl, MMMyHoAenpeccaHTbl wu/
wnu TMBIN

Mo Havyana ne4eHus ecem nayueHmam — nposefe-
Hue peakunm ManTy u KT rpygHOM KNeTkn 415 UCKnioYe-
HUs TyOepkynesa.

Bo epemsi neyeHus.
= nayueHmam, nonydarowum ummyHodenpeccaHmpl, —

nposefeHune peakumn Manty n KT rpygHOn Knetku

1pasBrog;
= rnayueHmam, nonydarowum MBI, — npoBedeHune pe-
akumm ManTy n KT rpyaHon knetku 1 pas B 6 mecsues.

Aneopumm delicmeull npu ebisigsieHUU my6epky-
Jnie3Hol UHghekyuu

[pu 8bigeneHuu nonoxumersbHbIX my6epKynuHo8bIX
npob (peakuusa MawnTy: nanyna > 5 mMm):
= HampaBneHWe Ha KOHCynbTauui K Bpady-ptuavatpy

ANS pelleHWs Bonpoca O npoBefeHun [uackuHTecTa,

TyOepKkynmHOBEIX NPoO C pasBefeHVeM, KBaHTU(EPO-

HOBOTO TeCTa M HasHayeHun cneumduyeckon XMMmo-

Tepanuv Npy HanuyMn NOKa3aHN.

[Mpu ebigeneHuU akmugHo20 mybepKynesHoeo npoyecca:
= MmetoTtpekcaT u TUBI oTMeHNTD;
= HabnwogeHue y ptnsmnatpa;
= npoBefeHne crneumdunyeckon NnpoTmeoTybepkynes-

HOW XMUHoTepanuu;
= KOHCynbTauus MO BOMNPOCY KOPPEKLUM NMPOTUBOPEB-

MaTW4YecKoW Tepanuu B pPEBMAaTOMIOTMYECKOM OTAene-

HUW, UHALMMPOBABLUEM IleYyeHue UMMYHOAenpeccaH-

TOM U/vnu F'MBIT.

B cniyyae mybepkynesHol uHgekyuu 6e3 oyaza:
= VBl oTMeHnTb;
= JeyeHne MeToTpeKcaToM B CTaHZapTHOW A03€e rpo-

JOIMKNTb;
= HabnogeHue y ptnsmnatpa;

= [poBeAeHne cneunduyeckon NpoTMBOTyO6epKynes-
HOW XMMMoTepanun B Te4eHne 3 MecsiLEB;

= pelleHne Bonpoca O Bo3oGHoBNeHUn Ttepanuu VB
NPVYHUMaEeTCHa B CMELManM3MpoBaHHOM peBMaTorno-
rMMYeckom CTauuoHape, UHULMMPOBABLLEM Tepanuio,
nocrne MpoBeAEHNs Kypca Crneunduyeckon XxmmMmoTe-
panuu v paspeLueHus ptuamarpa.

BepeHue nauneHTa, nonyyatowero putykcumao

Bcem nayueHmam npu HasHa4eHUU pumykcumaba:
= KO-TPMMOKCa30s + TPUMETONpuUM per oS B npogu-

NakTU4eckomn fo3e 5 Mr/Kr B CyT — MOCTOSIHHO Ha

BpPEMSI feyeHus, a Takxke B TedyeHne 1 roga nocne ero

OTMeHbl. Llenb — npodwunaktmuka MHEBMOLMUCTHON

NHGEKLUN.

B cnyyae nosieneHuss kamapaJibHbIX si8f1€HUl, JIUXO-
padku u nodKawueaHus.
= OTMEeHWTb NIIaHOBOE BBEAEHME pUTYKCUMaba;
= KT nerkux ong UCKMIYeHNs OCTPOWN MHTepCTULManb-

HOW MHEBMOHUY;
= Ceporornyeckoe uccnegoBaHve Kposu — onpege-

NeHve aHTUTen K NHeBMouMCTaM, XNaMuausm, MUKO-

nnasmam, BMpYcy npocTtoro repneca, LUMB, Bupycy

OnwrtenHa—bapp;
= KCccrnegoBaHMe acnupara, MOKpOoThl (Mpy ee Hanuuum)

AN OnpefeneHns aHTUreHoB XnaMuguii, MMUKoMNnasw,

MHEBMOLIUCT;
= 1CCrnefoBaHMe CrtoHbl U MOYK, KPOBM METOAO0M MO-

nUMepasHON LenHON peakuuu ONs BbiABNEHUS aKTUB-

HOW pennukalmm BupycoB npocTtoro repneca, LIMB,

OnwrtenHa—bapp.

B cny4ae ocmpol uHmepcmuyuanbHOU MHe8MOHUU
no daHHbIM KT (ewje Ao nonyyeHusi pesysnbmamos sa-
60pamopHbIx uccinedoeaHull).
= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;
= KO-TPUMOKCA30n + TPUMETONPUM BHYTPUBEHHO B

aose 15 mr/kr B cyT (N0 TpumeTOnpuMmy) B TeyeHue

14-21 gHs;
© KNapuUTPOMULMH BHYTPUBEHHO B A03€ 15 MI/KT B CYT B

TeyeHne 14-21 gHs;
= LedTpUakcoH BHyTpuBeHHO B Ao03e 20-80 mr/kr B CcyT

B TeyeHune 14 gHen.

B cnyyae akmueHOU 2epnemuyeckol, LMB, 3n-
wmeliHa—-bapp eupycHol uHgekyuu.
= OTMEHWTb NNAHOBOE BBeAEHME pUTYKCUMaoba;
= auUKNoOBMP BHYTPMBEHHO B J03e 5—10 mr/kr Ha BBege-

HMe Kaxable 8 4, unm
= raHUMKNOBMP BHYTPMBEHHO B A03e 5 MI/Kr Ha BBefe-

Hue Kaxpable 12 4 B TeyeHune 14-21 aHs;
= YernoBeyecKUn HOpManbHbI BHYTPUBEHHLIN UMMY-

HornobynwH, cogepxalwmii 1gG, BHYTPUMBEHHO B [03€

0,2-0,5 r/kr Ha kypcC.

B cnyyae cencuca:
= OTMEHWTb NMAHOBOE BBEAEHME pUTYKCUMaoba;
= aHTubakTepuanbHble npenapaTthbl LWMPOKOro Chek-

Tpa OENCTBUS BHYTPUBEHHO: LedTpNakcoH B [oO3e

20-80 mr/kr B cyT + amukauuH B go3e 15 mr/kr B cyT

WM HETUITMULMH B A03e 57,5 MI/KT B CYT.

86




IOBEHUJIbHAA CKIIEPOLEPMUA

lpu HeaghbekmusHoCMU:

= MeponeHeM BHYTpMBEHHO B Ao3e 10-20 mr/kr
B CYT;

= uedonepasoH + cynbbaktam BHYTPMBEHHO B [03€
40-80 mr/Kr B cyT;

= YesioBeYECKNIN HopMaribHbIi BHYTPUBEHHbI UMMY-
HornobynuH, cogepxawmin IgA, IgM, 1gG, BHyTp1BEH-
HO B f03e 5 MN/KM Ha Kypc B TeyeHue 3 nocregosa-
TenbHbIX AHen. HeobxoanMocTb MOBTOPHOrO Kypca
3aBWCUT OT KITMHUYECKOTO TeYeHns 6onesHu.
B cnyyae uHgheKyuu KOXHbIX MOKPOEOE U MOOKOX-

HO-)Xupoeou Kiiemyamku (yessironum):

= OTMEHWTb NNTAHOBOE BBEAEHWE pUTYKCUMaoba;

= HabnogeHue XMpyprow;

= MeCTHas Tepanus;

= aHTubakTepuanbHble npenapaTtbl LUMPOKOrO Chek-

Tpa AencTBUS (aMOKCULMNMH, LedanoCnopuHsbl

3-ro nnu 4-ro NOKONEHUS BHYTPUMbILLEYHO UMK

BHYTPUBEHHO).

B cnyyae uHghekyuu moyeebleodsiujux nymedu:

OTMEHUTb MMIAHOBOE BBEAEHWE PUTYKCMMaba;

GakTepuonornyeckoe UCCNefoBaHME MOYY;

aHTMbakTepuarnbHble Npenapartbl;

ypocenTuKu.

TMpu ocmpoll unu o6ocmpeHuUU XPOHUYECKOU UH-

ekyuu:

= OTMEHWTb NNTAHOBOE BBEAEHWE pUTYKCUMaba;

= BO300HOBMNEHNE Tepanuu He paHee Yem yepes 1 He-
[ENo nocne BbI3AOPOBEHMS.
B cnyyae momanbHO20 CHUXeHUSI CbIBOPOMOYHO20

YPOBHSI 8C€X UMMYHO2/106y/1UHOE:

= OTMEHWTb NNTAHOBOE BBEAEHWE pUTYKCUMaoba;

= Y4enoBeyeckun HopMasbHbIA BHYTPUBEHHBLIN MMMYHO-
rnobynuH, cogepxawmin IgA, IgG, IgM, BHYTPMBEHHO B
fose 2-8 MN/Kr Ha Kypc € uHTepBanom 1 mecsu. Ecnu
He JocTuraeTcs J0CTaTouHbIA ypoBeHb 1gG, unm npo-
NCXOZUT ObICTPOE €ro MOHWKEHWe, 003y MOXHO yBe-
nMunTb A0 16 MI/Kr UK coKpaTUTb UHTEpBaN Mexay
NHPY3naMK.
B cnyyae nelikoneHuu u HelimponeHuu c abcosom-

HbIM Yucsiom Helimpogbusnoe < 1,5 x 10%r.

= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;

= BBeJeHMe TrpaHynouuTapHOro KOMNOHUEeCTUMYNU-
pytoLero caktopa (cunrpactm) MOLKOXKHO B A03€
5-10 MKr/kr Ha BBeAeHMe B TeueHne 3—5 gHen, npu He-
06xoaMMoCcTM — [onblie, 40 NMOJSTHOW HopManu3auum
yucna nemkoumuToB U HEMTPOUIIOB.
B cnyyae ¢hebpunibHol HelimponeHuu (Helimpone-

Husi, conpoesoxdaemasi luxopadkoli):

= OTMEHWTb NNTAHOBOE BBEAEHME pUTYKCUMaba;

= BBEJEHME TpPaHYy/ouMTapPHOrO KOJIOHUECTUMYIN-
pytoLero caktopa (cunrpactm) MOAKOXKHO B A03€
5-10 mKr/kr Ha BBeeHVe B TeyeHne 3-5 gHew npu He-
06x0a4MMOCTM — [onbLie, 40 NMOJSTHOW HopManu3auum
yncna nenkounmToB M HEMTPOJIUIIOB;

= uedTprakcoH BHYTpMBEHHO B A03e 20-80 mr/kr B cyT
[0 BOCCTAHOBMEHUS NMENKOLMTAPHOW hOopMynbl 1 npe-
KpaLleHusi NIMxopaaKu.

BeneHve naumMeHTOB B aMOynaTopHo-
NONMUKNUHUYECKUX YCITOBUAX

AMBYNaTopHO-NONMKIIMHWYECKAs MOMOLLb OKa3blBa-
€TCs B JE€TCKOM peBMaTonornyeckom KabuHete.

MomoLlb oka3biBaeT Bpay-peBMaTofior, COOTBET-
cTBytOLWMIN KBanudukaunoHHbiM TpeboBaHuaAM K crie-
umManuctaMm C BbICLUMM U MOCIIEBY30BCKUM MEOULIH-
CKMM W1 hapmaueBTnYeckum obpasoBaHuMem B cdepe
34paBOOXpaHeHns Mo crneunanbHOCTU «peBMaTono-
rms» 06e3 npegbaBneHnss TpeboBaHW K cTaxy pabo-
Tbl (Mpuka3 MuH3gpascoupassuTa Poccumn ot 7 mnons
2009 . N2 415H C M3MEHEHMAMU, BHECEHHBIMU NPUKA3OM
MuH3gpascoupa3suTuss Poccumn oT 26 gekabps 2011 .
Ne 1644H; MNpukas MuH3gpaBcoupassutus Poccum OT
23 nions 2010 r. Ne 541H).

BepeHue nauyueHTa, nonyyvarowero MK nivnu nmmy-
HoAenpeccaHTbl

Ocmomp spavom-pesamamonioeom — 1 pa3 B MecsiLl.

KnuHu4eckul aHanu3 kposu (KOHUeEHTpaumsa remo-
rmobuHa, Yncno 3apuUTpPoLMTOB, TPOMOOLINTOB, NENKO-
uMTOB, NnenkounTapHas gopmyna, CO3) — 1 pas B
2 Hepgenw.

KnuHnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmponb 6uoxumuveckux nokazamenel (obwwun Ge-
nok, 6enkoBble pakuuM, MOYEBMHA, KpeaTUHWH, bunu-
PYOWH, Kanumn, HaTPUM, NOHU3UPOBAHHBLIN Kanbumn, AJlT,
ACT, ITT, weno4yHow docdaTtassl) — 1 pa3 B 2 Hegenw.

KoHmpornb ummyHonozudyeckux nokasamesel (CPB; no

nokasaHusMm — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.
OKI — 1 pa3 B 3 mecsua.
Y3U 6prowHol nomocmu, cepdua, nodyek — 1 pas B
6 mecsueB.

lnaHosass eocnumarnu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof A58 NpoBeAeHUs NMOJHOro
obcnepoBaHys U KOpPeEKL KN Tepanuu.
BHernnaHoeasi eocriumanu3ayusi — B crnydyae obocTpe-
HWs1 3aboneBaHus.

Anzopumm delicmeull npu uzmMeHeHuu nabopamop-
HbIX Moka3ameJsieu

B cnyyae cHuxeHus 4ucna nelkoyumos, 3pumpoyu-
mos, mpomMbouumMo8 HUXe HOPMAbI;
= VMMYHOZENPECCAHTLI OTMEHUTL Ha 57 aHen;
= [0Cne KOHTPOMbHOrO aHanuaa KpoBu Yepes 5—7 AHew:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
npuem npenapara;

— MpPY COXPaHSIOLMXCSH U3MEHEHUSX — KOHCYMbTa-
uusi peBmatosora, npu HeobxogumocTu rocnuTa-
nusauus.

pu nosbiweHUU ypoBHS MOYeBUHbI, KpeamuHuHa, AJIT,

ACT, ITT, bunupybuHa 8biuie HOPMbI:
= VMMYHOZEenpeccaHTbl OTMEHUTb Ha 5—7 OHEeN;
< MOCMNe KOHTPOJSIbHOMO aHanusa KpoBu Yepes 5—7 OHe:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
npuem npenapara;

— MpU COXPaHSIOLLMNXCHA U3MEHEHUSX — KOHCYMbTa-
uus peemarosora, npyu HeobxoguMocTu rocnuTa-
nusauus.
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BepeHue naumeHTa, nonyyatowiero putykcumao

Ocmomp epayom-pesmamornoeom — 1 pa3 B 2 Hegenw.

KnuHuyveckul aHanu3 kposu (KOHLEHTpauus remMorno-
OvHa, YMCno 3PUTPOLIMTOB, TPOMOOLIMTOB, NENKOLNTOB,
newnkouuTapHas ¢opmyna, CO3) — 1 pa3 B 2 Hegenw.

KnuHuyveckut aHanu3 moyu — 1 pa3s B 2 Hegenu.

KoHmponb 6uoxumuyeckux nokasamenel (obwmin Ge-
nok, 6enkoBble pakuuM, MOYEBMHA, KPeaTUHWH, Bunu-
PYOWH, Kanuii, HaTPUi, MOHU3MPOBAHHLIA Kanbuui, AJlT,
ACT, ITT, wenoyHas ¢ocdartasza)— 1 pa3s B 2 Hegenm.

Konmponb ummyHonoeudyeckux nokazamesned (IgA,
IgM, 1gG, CPE, P®, AH®) — 1 pa3 B 3 mecsLa.

OKF— 1 pa3 B 3 mecsua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pas B
6 MecsaueB.

lnaHosas e2ocrnumanu3ayusi 8 pPesmMamosioauyecKoe
omdeneHue — 2 pasa B rog Ansi NpoBeAeHus1 NOMHOro
obcnepoBaHys U KOpPEKL MU Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUs BonesHu.

Anzopumm delicmeuli npu usmeHeHuu sabopamop-
HbIX MOKa3ameJsel, Mosie/IeHUU cCUMIMOMO8 pecnupa-
mopHoU uUHgheKyuu, TUxopadku

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yucrom Hetimpoghurnos < 1,5 x 10%r:
< NpPOoNyCcTUTb NMNaHOBbIN NMPUEM WMMYHOZenpec-

CaHTOB,;
= KOHCyNbTauusi B CNeumannM3upoBaHHOM peBMaTonor-

YECKOM OTAENeHUN, MHULMMPOBABLLEM Tepanuio pu-

Tykcmabowm;
= BBeJEHWEe TpPaHynounTapHOro KOJIOHUECTUMYNK-

pytoLero caktopa (cunrpactum) MOLAKOXHO B A03€e

5-10 mKr/kr Ha BBeAeHue B TedeHne 3-5 gHew npu He-

06xoauMocTn — fonblue, 4O NOSIHOM HopManu3awum

yucna nevkoumuToB U HEMTPOUIIOB.

B cnyyae ¢ebpunbHol HelimponeHuu (HelmporneHus,
conpogoxdaemasi nuxopadkol):
= MpOoMyCTUTb MNaHOBLIV NPUEM UMMYHOZENPECCAHTOB;
= BBeJEHWEe TpPaHyrnouUTapHOro KOJIOHUECTUMYNK-

pytoLero caktopa (cunrpactm) MOLAKOXKHO B A03€

5-10 mKr/kr Ha BBeAEHWe B TedeHne 3-5 aHen npu He-

06x0a4MMOCTM — [onbLie, 40 NMOJSTHOW HopManu3auum

yucna nemkoumuToB U HEMTPOUIIOB;
= HasHauyeHve aHTMbakTepuasnbHbIX NMpenapaToB LUMPO-

KOro crekTpa felcTsus Ansi npefoTBpalleHus pas-

BUTUS HEMTPOMEHNYECKOro cencuca (LedTprakcoH B

Ao3e 50-100 Mr/Kr B CyT BHYTPUMBILIEYHO WITN BHY-

TPUBEHHO);
= CpoyHas rocnutanusauus B 4ETCKOe peBMaTonornye-

ckoe oTaeneHve denepancHOro LEHTpa, UHULMUPO-

BaBLLErO TEPANnNo pUTyKCMMabom.

[pu nosbiweHUU ypo8HA MOYe8UHbI, KpeamuHuHa, AJIT,
ACT, ITT, bunupybuHa 8biuie HOPMbI.
< MpPOoNyCTUTb NMNAHOBbLIN NMPUEM MMMYHOZENpec-

CaHTOB;
= KOHCynbTaluus B CneunanusanMpoBaHHOM peBMaTonoru-

YeCKOM OTAENeHUN, MHULMMPOBAaBLUEM Tepanuio pu-

Tykcumabowm;

= B0300OHOBNEHNE MNpUEMA UMMYHOLENPECCAHTOB MO-
Cne Hopmanusauuy nokasaTtenen.
B cnywae kamaparnbHbix A8neHul, nuxopadku:

* MNpONyCcTUTb MNMAHOBbLIA MPUEM MMMYHOZENpec-
CaHTOB,;

© KOHCynbTauusi B creumanvM3vpoBaHHOM PEBMAaToNor-
YEeCKOM OTAENEHUN, VHULMMPOBABLLEM Tepanuio pu-
Tykcumabowm;

= KT nerkux Ons UCKMKYEHUs MHTepCTUUManbHOn (atu-
MYHON) MHEBMOHWM (Ha paHHEM 3Tane nNpoTeKaeT, Kak
npasuno, 6eCCUMNTOMHO, C NOCNeAYLMM pa3BUTUEM
AbIXaTENbHON HE4OCTAaTOYHOCTH);

= HasHayeHue Ko-TpMMoKcasona + TPMMEeTONpMM B 403€e
15 mr/kr B cyT, KnaputpoMuumHa B go3e 15 mr/kr B cyT,
uedTpmakcoHa B gose 50-100 Mr/Kr B CyT BHYTPUMbI-
LUEYHO MN BHYTPUBEHHO;

= CpoYHas rocnutanu3auus B AETCKOe peBMaTtosiornye-
ckoe oTaeneHue eagepanbHOro LEHTpa, WHULMMPO-
BaBLUErO Tepanuio pUTyKCMmMabom.

NMOKA3AHUA K TENEMEOAULUMHCKUAM
KOHCYJbTALUAM

1. OueHka nokasaHWn ons rocnuTanu3auuM nauueHTa
B peBmartonoruyeckoe otaeneHue denepanbHOro
ueHTpa.

2. KoHcynbTauus TskenbiX NauueHTOB ANS pPeLleHnst BO-
npoca o HeobxoauMocTn 1 6e3onacHoCT TpaHCNop-
TMPOBKM 6OMLHOIO B (hefiepasbHbil LIEHTP.

3. KoHcynbTaums naumeHToB 6e3 yCTaHOBMEHHOrO Aua-
rHO3a C NoJ03PEHNEM Ha CUCTEMHBIN CKNepos.

4. KoHcynbTauuss HeTpaHcnopTabenbHbIX OO0MbHbIX A5
peLleHns Bonpoca O ANArHOCTUKE U NTEYEHNMN.

5. KoHcynbTaums ans peweHus Bonpoca 06 nHuumauum
Tepanun VBI npu HeadheKTUBHOCTM Tepanun UMMYy-
HogenpeccaHTamu B Te4eHne 3 MecsLEeB.

6. KoHcynbTauus Ons pelleHus Bormpoca O Mnepekrtove-
HuM Ha gpyron MBI npu HeadhdeKTUBHOCTM Tepanum
MBI B TeyeHne 3 mecsiLieB.

7. Koppekuusa Tepanum npyu HENEPEHOCUMOCTN MPOTU-
BOpPEBMATUYECKMX NMPenapaTos.

8. KoHcynbraumsi GonbHbIX, HYyXOaloWKUXCs B nannuaTue-
HOW MEANLMHCKOW MOMOLLM.

NMPO®UNAKTUKA

MepeuyHasi npogpunakmuka He pa3paboTtaHa, Mo-
CKOMMbKY 3TMOMNOMS OKOHYaTeNbHO He YCTaHOBMEHa.
Bmopuy4Has npodpunakmuka BKIHOYaET KOMMNIEKC
MeponpusiTUA, HanpaBlieHHbIX Ha NpefoTBpalleHne pe-
LuuanBoB 3aboneBaHns:
= JucnaHcepHoe HabngeHue;
= [OnuTenbHOe MpoBeAeHMe NoaAepXKMBaloLLIen Tepa-
nun, paspaboTaHHOM C y4eTOM WHAMBUAYaNbHbIX
ocobeHHOCTeN nauuneHTa 1 BapuaHTa 6onesHu;
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10.

11.

MOCTOSIHHbIN KOHTPOMb 6€30MacHOCT NPOBOAMMOrO
neyeHns 1 Npu HeobXxoaNMOCTU ero KOPPEKLMS;
obecrneyeHne OXpaHUTENBHOMO pexunma (orpaHuye-
HUE NCUXO3IMOLMOHAMbHBIX U U3NYECKUX HArpy3oKk,
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LMOHHbIX 3aboneBaHnii);

npefoxpaHeHue OT MHCONAUMM (MCMoMb30BaHUe COJSH-
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ncxoabl UMPOIrHO3

B otnuume ot B3pocnbix dopm, KOCCL nmeet Gonee
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IOBEHU/IbHbIN OEPMATOMUO3UT

METOAONOIMMA

MeToabl, ucnonb3yembie gns cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue meToAOB, UCMONIb30BAHHbLIX ANS OLLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow 6a3on ans pekomeHgauui SBNSOTCA
ny6nukauum, sowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe OIS OLLEHKU KayecTBa
M CUNnbl AOKa3aTenbCTB:
= KoHceHcyc akcnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, ucnonb3oBaHHble ANA aHanu3a [oKa3sa-
TenbCTB:
= (O630pbl 0Ny6IMKOBaHHBIX METaaHanM3oB
= Cuctematnyeckme 0630pbl € Tabnuuamm gOKa3aTenbCTB.

OnucaHne MeTOAOB, UCMOMb30BaHHbLIX AN aHaNM-
3agoKasaTenbCTB

Mpy oTGope nyGnukauunii Kak noTeHuManbHbIX UC-
TOYHWKOB [0Ka3aTeNIbCTB UCMOMb30BaHHasa B KaKOOM WUC-
cnefoBaHUM MeTOdONOrMst U3yyaetcs AN Toro, YToObl
ybeauTbca B ee BanuaHocTu. PesynbTaT u3ydeHuss BnvsieT
Ha YpPOBEHb [oKa3aTeNnbCTB, NpUcBavBaeMblii Nybnuka-
LMK, YTO B CBOIO 0Yepedb BMUSIET Ha CUIy peKoMeHJaLun.

[na MUHUMMU3aLUMU NOTEHLMAlbHbIX OLUMBOK KaxKaoe
uccrneoBaHe OLEHMBaNock HesaBucumo. Jliobble pas-
NUYKs B OLleHKax obCykaanuchb Bceli rpynnoii aBTopos B
nonHom coctase. [1py HEBO3MOXHOCTU AOCTUXKEHUS KOH-
CeHcyca NpuBIeKkasncst He3aBUCUMbIA SKCTEPT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLNi.

MeToakbl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomMmeHaaumnmn
= KoHceHcyc akcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)

PekomeHayemast nobpokayecTBeHHas npaktuka Gasu-
pyeTcs Ha KMMHUYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunin.

JKoOHOMMYEeCKMI aHanu3
AHanus CTOMMOCTW HEe NMPOBOAUICS W NyGnukaummn no
(hapmaKkosKOHOMMKE He aHanM3MpOoBasuCh.
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MeToa Banuausauum pekomeHaauum
= BHelUHss 3kcnepTHas OLEeHKa.
= BHYTpPeHHss 3KCnepTHast oLleHKa.

OnucaHue mMeToAa BanvauM3auun pekomeHaaumum

HacTtosiwme pekomeHgaunm B npeaBapuTensHON
Bepcun ObINn peueH3npoBaHbl HE3aBUCKMMbIMU JKC-
neptamu, KOTOpbIX MpPeXAe BCero Mpocurniv npoKoMm-
MEHTMPOBATb, HAaCKOMNbKO AOCTYMNHAa ANA NOHUMaHUS
WHTepnpeTauns okasaTenscTB, nexawas B OCHOBe
pekoMeHaauunn.

OT Bpayen NepBMYHOrO 3BEHa — AETCKMX peBMaTo-
NOroB — nonyyeHbl KOMMEHTapuuM B OTHOLLEHWW OOXOA-
YMBOCTU U3NOXEHUSA JAHHbIX PEKOMEHOaUWNR, a Takxke
NX OLIEHKA BaXXHOCTW NpeanaraeMblx pekoMeHaaunn Kak
MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKN.

Bce koMMeHTapuu, nonyyeHHble OT 3KCMepToB, TLua-
TeNIbHO CMCTEMaTM3MpOBanMCb M obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaumn). Kaxgeln
NyHKT 06Cyxaancs B OT4eNbHOCTY.

KoHcynbTaums n akcnepTHas oLeHKa

[MpoekT pekomeHaauun Bbin peueH3poBaH He3aBu-
CMMbIMW 3KCNEepTamu, KOTOPbIX NMPeXxae BCEro npocunu
MPOKOMMEHTMPOBATL [OXOAYMBOCTb U TOYHOCTb UHTEP-
npetauum [okasatenbHoW 6asbl, nexaien B OCHOBE pe-
KOMeHJauum.

Pabouas rpynna

[na okoHYyaTenbHOW pefakumMm U KOHTPOSS Kade-
CcTBa pekomeHZauny Obifiv MOBTOPHO MpoaHanunanpo-
BaHbl YneHamu paboyel rpynmnbl, KOTOpble NPULLIK
K 3ak/loYeHuo, YTO BCe 3ameyaHus U KOMMeHTapuu
3KCMNepTOB MPUHATHI BO BHUMAHWE, PUCK cucTemMaTuye-
CKMX oLINOOK Npu pa3paboTke pekoMeHdauuMn cBeneH
K MUHUMYMY.

OCHOBHble peKoMeHAauumn

YpOBHM [0Ka3aTesIbHOCTV MUCMOMNb3yeEMbIX MeOULNH-
CKUX TEXHOMOTWIA Mo onpegenexHuto LleHTpa gokasartens-
HoW MeauLmnHbl OKCopACKOro yHuBepcuTeTa:

Knacc (yposeHb) | (A) — 6Gonbluve ABOWHbIE CReEnble
nnaueboKoHTPONUpyeMblE  UCCIeL0BaHWs, a Takke AaH-
Hble, MOMyYeHHbIe MPU MeTaaHann3e HECKOMbKMX paHOo-
MM3MPOBaHHbBIX KOHTPONMPYEMbIX UCCNEA0BaHUN.

Knacc (yposenb) 1l (B) — Hebonblune paHAOMU3NPO-
BaHHbIE M KOHTPONMPYEMbIE WCCNELOBaHUSA, NMPU KOTOPbIX
CTaTUCTWYECKME AaHHble NOCTPOEHbl Ha HEBOMbLIOM YumC-
ne GOMbHbIX.

Knacc (yposenb) Il (C) — HepaHOOMU3MPOBAHHbIE
KMUHUYECKNE WCCNEefoBaHWs Ha OrpaHNYeHHOM KOoJnye-
CTBE NMaLMEHTOB.

Knacc (yposeHb) IV (D) — BbipaboTka rpynnon akcnep-
TOB KOHCEHCYyca Mo onpeaeneHHon npobneme.




IOBEHUNbHbLIA OEPMATOMUO3UT

OMPEOENEHWE

tOBeHunbHbIN aepmatommnosut (FOOM) — Tskenoe
nporpeccupytollee cucteMHoe 3aboneBaHue C Npeumy-
LeCTBEHHEIM MOPaXXeHMEeM MonepeyHo-NonocaTon My-
CKynaTypbl, KOXW 1 COCYO0B MUKPOLMPKYNATOPHOIO pycC-
na, HepeaKo OCMNOXHAKLWEeCs KanbLWHO30M W THONHOMN
NHeKUnen.

OTtnuunem KOOM oT gepmaTtoMno3nTa B3pOCHbIX SIB-
NSAKTCS pacnpoCTPaHEHHbIN BacCKynuT, BblpaXeHHbIe
muanrmu, 6ornee yacToe nopaxeHne BHYTPEHHUX opra-
HOB 1 BbICOKas YacToTa pasBuTUSl KanbLMHO3a, a Takxke
KpaviHe pegkasi accoumauus ¢ HeonnacTUYeckum mnpo-
Leccom.

Koa no MKB-10
M33.0. FOHoLueckuin fepmaTtoMmno3smT.

AnNMaeMuonorua

Mo paHHBIM HaumoHanbHOro WHCTMTYTa apTpwuta, 60-
ne3Hel onopHo-ABuraTenbHoro annapata u koxu CLUA
(NIAMS), pacnpoctpaHenHocts KOOM coctaBnser 4 Ha
100 TbiC. feTeit B BO3pacTe A0 17 net ¢ konebaHusmun B
pasnuYHbIX 3THUYECKUX rpynnax. B oTeyecTBeHHOW nuTe-
paType OTCyTCTBYIOT [OCTOBEPHbLIE CBEAEHWUS O pacnpo-
cTpaHeHHocTn FOM B geTckon nonynsumm.

Yawe Bcero KOOM pebiotnpyeT B Bo3pacte OT 4 80
10 net (B cpeaHem B 7 neT). Kak n npu gepmatomMmosunte
B3POCIIbIX (DONBLWMHCTBO BOMbHbLIX — XEHCKOro nona),
yaile 6onetT 4eBOYKM, OQHAKO MOMOBbLIE pa3nuyns B 3a-
GoneBaeMocT y JeTEN BblpaXKeHbl MEHbLLE, YEM Y B3POC-
NbIX: COOTBETCTBEHHO, 1,4-2,7:1 n 2,0-6,2:1. B gowwikonb-
Hom BospacTe KO[M BcTpeyaeTcs y 4EBOYEK M MATTbYMKOB
NMPMMEPHO C 0ANHAKOBOW YaCTOTOM.

ATNONOINMA N NATOMEHE3

KntoyeBbiM 3BEHOM MaToreHesa fepmMaToMuno3sunTa
Kak y geTel, Tak U y B3pOCMbIX SBMSETCA MUKPOAHTU-
onaTtvs C BOBIIEYEHMEM KanunnsapoB aHAOMU3NSA. B
OCHOBE MOpaXeHUs1 COCYAUCTOW CTEHKN NEXUT OTNOXE-
HWe [eno3nToB B 3HAOTENMANbHbLIX KIeTkax, KOTopble
COCTOAT M3 @aHTUTEN K HEM3BECTHOMY aHTUTEHY U ak-
TMBUPOBAHHbIX KOMMOHEHTOB CUCTEMbI KOMMNEMEHTa
C5b-9 B BUge membpaHoaTtakytowero komnnekca (MAK).
OTnoxeHne 3TUX KOMMIEKCOB MHOYLMPYET HEKPO3 SH-
JOTenus, YTO NMPUBOAUT K MOTEpe Kanumnspos, uLle-
MWW N OECTPYKLUN MbILLEYHbIX BOMOKOH. OTnoxeHue
MAK BbIsSIBNSieTCS Ha camblX paHHUX cTagusx 6onesHu,
OHO MpeALecTByeT U3MEHEHUSIM B MbllILax. JTOT Mpo-
uecc perynupyeTtcs LMTOKMHAMMU, NpoayLmpyembiMu
MMMYHOKOMNETEHTHBIMU W 3HAOTENUanbHbIMU KrneTka-
MM, KOTOpPblE B CBOK OYepeb Bbi3biBAT aKTUBaLUIO
T numdoumToB 1 MakpodaroB M BTOPUYHOE paspyLue-
HUe Mnodund punn.

KNACCUDOUKALINA

CylecTByeT HeCcKomnbKO Knaccudukaumn wguonatu-
YEeCKMX BocnanuTenbHblX MuonaTuin, B kaxkagon KOOM Bbli-
[eneH B oTaenbHyo dopmy. Mo knaccudukauum, npeano-
eHHon L. Rider n F. Miller (1997), KOOM sBnsietcs camom
yacTon HopMON UAMONATUYECKUX BOCMANUTENbHBIX MUO-
natun y peten (85%):

KOBEHUIbHBIN 4EPMATOMUO3NT.

HKOBEHWMbHBIN MONNMUNO3NT.

Mmo3uT B pamkax NepekpecTHbIX CUHAPOMOB.
Muo3suT Mol opbuTsl 1 rnas.

Mwo3uT, accoumMmnpyroLWmnncs ¢ onyxonsmMu.
dokanbHbI, UMM HOAYNSAPHBIA MUO3UT.
MponudepaTBHbIA MUO3NT.

MWO3UT «C BKITHOYEHUSIMUY.
AmunonaTnyeckmi 4epmMaTtoMmosnT (4epmMaTtoMmosnT
6e3 Mvo3uTa).

10. 303MHODUNBHLIA MUO3WT.

11. TpaHynemaTo3HbIi MUO3UT.

LoNOR~WNE

KINMHUYECKAA KAPTUHA

O6wue nposiBneHus

Habntogatotca y 50% 6GonbHbIX: NOBbILLEHNE TeMMNepa-
Typbl Tena (4awe cybgebpunbHas), mMoryT Habnwoaartbes
CHWXEHMe Macchl Tena, NoBeAeHYeckne HapyLeHus (pas-
LAPaX1TENbHOCTb, HEraTUBKU3M U T.4.).

MNMopaxeHue KOXu

MepuopbumanbHasi apumema («CUMMNTOM JINNOBbIX
OYKOBY, FefIMOTPONHas Cbifb) — 3pPUTEMATO3HLIE U3MeE-
HEeHWS! PasfUYHON CTEeMNeHW BbIPAXEHHOCTU Ha HUXHEM U
BEPXHEM BeKe, YaCcTO pacnpoCTPaHSIOLWMECH OO0 YPOBHS
6posei. NMpu BblpaxXeHHOM BacKkynuTe Ha (POHe ApUTEMBI
dopMUpyOTCA y4acTKu runepkepaTosa, MpeHeKkpoTude-
CKUE M3MEHEeHUsl, OCTaBnsloLmMe nocne paspelleHust He-
6onblwmne pybusl. Hanbonee TunuyHas nokanusaums npe-
HEKpPO30B — BHYTPEHHWI Yron rnasa.

Cumnmom ommpoHa — 3puTemMaTo3Hble BbICbl-
naHus Hag pasrubaTencHON MOBEPXHOCTbIO CyCTaBOB
(nAcTHO-tbanaHroBble W MpOKCMMAarnbHble, MHOrga Auc-
TanbHble, MexdanaHroBble CyCTaBbl KUCTEN), pexe —
Haf NMOKTEBbIMUW M KOMEHHbIMWU CycTaBamu, u3pepgka
— Hapg natepanbHbIMW W MeauanbHbIMWU  NOAbIKKaMU.
BblpaXeHHOCTb CMMMTOMa BapbupyeT OT Nerkoro, non-
HOCTbO 06PaTUMOro NOKPaCHEHWSI 0 SAPKOW 3pUTEMBI
C rMnepkepaTo3oMm, LwenyweHneM, popMnpoBaHMeM He-
KPOTUYECKNX U3MEHEHUI, NOoCne paspelleHnss KOTOpbIX
ocTarTcs atpodmyeckme pyoubi.

Spumema nuya nokanusyetcs Ha wekax, néy, yu-
HbIX pakoBMHax, nmogbopogke u T.4. YacTo HamomuHaeT
BOMMYAHOYHYIO «0aboyKy»; HuKOrga He MMeeT YeTKOW
rpaHuLbl U HE BO3BLIWAETCA Ha NMOBEPXHOCTLIO KOXMU.
Bo3MOXHO dhopMmpoBaHme MNPEHEKPOTUHECKUX U He-
KPOTUYECKNX U3MEHEHU (OCOBEHHO YacTO — Ha YLUHbIX
pakoBUHaX).
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PEBMATUYECKUE BEONE3HU Y OETEU

Opumemamo3Hasi cbinb pacnonaraeTcs Ha rpyau,
nmue n wee (V-obpasHas), B BEpPXHEN YacTu CMUHbI U
BEPXHUX OTAENax pykK (CUMNTOM «LUanu»), Ha X1BOTE, Sro-
auuax, 6egpax u roneHax. MoxeT NONHOCTbIO MOKPbIBATH
BCIO MOBEPXHOCTb TeMa MM 06LWMPHbIE YY4aCTKU KOXWU Ha
TYNOBWLLE N KOHEYHOCTSIX.

CuHApoM eacKynuma xapaKkTepeH [J1s1 OBEHUbHOWN
dopmbl 3aboneBaHus. [posiBnsetcs cetyatelM UM Ape-
BOBWAHbIM NTMBEAO (NocriedHee XapakTepHo AN AeTen
MMagwero Bo3pacTa), NlagdOHHbIM KanumnsapuToMm, rune-
peMuen HOrTeBOro foxa v nokanuayeTcs B obnactv nne-
YEBOr0 U Ta30BOroO MOsiCa, B MPOKCMMArbHbIX OTAenax
KOHEYHOCTeW. BO3MOXHO MNOSIBMEHWE Ha KOXEe U CNusu-
CTbiX 060n04Kax TPOUUECKNX HAPYLLUEHUA B BMAE S3B U
HEKPO30B.

MopaxxeHne MbILLL,

lMopaxeHue cKenemMHbIX MbIWY — CUMMETPUYHAS
MbllleYHast crnabocTb MPOKCMManbHbIX MbILUL, KOHEYHO-
CTEN, MbILL, TYNOBULLA W LLEW, BbIPAXXEHHbIE MUANTUN ”
YNIOTHEHUE NOPaXEHHbIX MbILLL, 3a c4eT oTeka. Bo3amox-
HO pa3BUTME MbILLEYHOW OUCTPOPUM N CYXOXKWUIBHO-MbI-
LLUEYHBIX KOHTPaKTYpP B KPYMHbIX CycTaBax.

MopaxeHue ObixamenbHOU U 2lomamesbHOU My-
CKynamypbl MOXET MPUBECTU K [blXaTeNbHOW Heno-
cTatoyHocTu. [Mpy nopaXkeHUn MblLLL IOTKM BO3HMKA-
0T Aucdarns 1 onceoHus: n3MeHeHns Tembpa rornoca
(rHycaBOCTb), NONepxmMBaHne, TPYAHOCTU MPU FMOTaHUK
TBEPAOW, a MHOTAA M XUOKOW NULLK, BbITMBAHUE XUAKON
MALLIM Yepes HOC, acnupauns NULLK ¢ pasBUTMEM acnu-
PaLMOHHON MHEBMOHUWN MM HENOCPEACTBEHHO neTanb-
HOro ucxopa.

KanbuuHO3 MArKUX TKaHen

OTnoxeHne rmapokcHanaTUToB KarbLMs B MblLax,
NOOKOXHOW XXMPOBOW KieTyaTke U KOXe BO3HMKaeT 4e-
pe3 HEeCKONMbKO MecsLeB 1nu net nocne aebiorta KOOM n
OTpaxaeT BbIPAKEHHYH WNW OJIUTENIBHO COXPaHSIOLLYHCS
aKTUBHOCTbL MpoLiecca.

Yawwe Habnogaetcs y 60MbHbIX C SPKMMU MPOSIBIIEHN-
SIMU CUHOPOMA BackynuTa; B 2 pasa yvale — Y 60sbHbIX C
PeUVAVBMPYIOLLMM TeYeHneM 3aboneBaHus.

MopaxeHne cnu3ncTbix 060N04EK

Yale BO3HMKAET NopakeHne KpacHom Kanmbl ryb
(xernuT) B BMAE 3puTEMbI, rMnepkepaTto3a, AecKBama-
Lnn; pexe — CnM3ncTon 060M0YKM NonocTu pTa (CTo-
MaTUT, TMHIUBWT, IMOCCUT), AblXaTeNbHbIX NyTel 1 ApYrow
nokanusauuu.

MNopaxeHue cycTtaBoB

ApTpanruu, orpaHu4yeHue NoasMKHOCTU B CyCTaBax,
YTPEHHSAA CKOBAHHOCTb B MEJIKMX U KPYMHbIX CycTaBax.

OKccypaTvBHbIE M3MEHEHUSI BCTpeYatloTcsl peako. W3-
MEHEHUS1 B CycTaBax, Kak MpaBWro, PErpeccupyroT Ha
¢hoHe neveHnss 1 NUWb Peako, B Criyyae NopaxeHuss Mern-
KMX CYyCTaBOB KUCTeN, OCTaBNST nocne cebs BepeTeHoo-
HpasHyto gedopmMaLmio nanbLUeB.
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MopaxeHue cepaua

XapakTepHbl MUOKapAuUT, Taxukapaus, NPUrmyLLeH-
HOCTb CepAeYHbIX TOHOB, paclUMpeHue rpaHul, cepgua,
HapyLleHne cepaeyHoro putma, nepukapauT ¢ ymepeH-
HbIM BbINOTOM B Nepukapae.

MopaxeHne nerkmx

Becnencteue CHWXEHUS SKCKYPCUUW TPYAHOW KNETKM
pasBMBalOTCA acnupauuoHHash NMHEBMOHWS, TPaH3WUTOPble
aTtenekTasbl nerkux. Pegko — nopakeHue MHTepCTMLmnS
nerkux no Tuny ubpo3npyroLLero anbBeonuTa ¢ OAblLU-
KOWM, HEeNpOOYKTUBHbIM ~ KaLUfeM, aycKynbTaTUBHO — Kpe-
nMTaums.

MopaxeHune Xenyao4YHO-KULIEYHOTO TPaKTa

MposiBnsieTcq 330aruTom, ractpogyoaeHWTOM, 3H-
TEPOKONINTOM, 3PO3VBHLIM WIN SI3BEHHBIM MPOLECCOM C
NPoy3HbIMM KPOBOTEYEHUSIMU  (MeNeHa, KpoBaBasi pBO-
Ta), nepdopaunsamm, NPUBOASALMMKA K MeaUMacTUHUTY, ne-
PUTOHUTY.

Opyrve nposiBneHus
YMepeHHas nonvageHus, renatomeranvsi.

TEYEHME

B oTeyecTBEHHON peBMAaTONOrMM BbIZENSAOT 3 BapuaH-
Ta TeyeHus HOOM (1abn. 1).

B 3apybexHow nutepaTtype BCTpevawTcs cneayto-
Lne BapuaHTbl TedyeHus 3abonesaHus (Spencer n co-
aBT., 1984):
= MOHouuknmdeckoe (6e3 peunamBoB B TedeHue 2—3

net; 40%);
= MOMUUMKIUYECKOE (C Hannunem peunamneos; 10-15%);
= MPOSIOHIMPOBAHHOE XPOHMYECKOE (C ANUTENBHO CO-

XpaHsitoLencs akTMBHOCTbIO; 35—-40%);
= $3BEHHOE (C BbIPaXEHHbIM BaCKYNUTOM U KOXHbIMMU

n3basBneHmsamu; < 10%).

OCNOXHEHUA

= WHpuumpoBaHue 1 HarHoeHue KanbLnHaToB.

= Hekpo3bl KOXMW.

= AcnupaumnoHHas MHEBMOHUSA 1 acuKcus BCNeacTeue
acnupauum UM Unn pBoTHbLIX Macc.

= [THeBMOTOpaKC.

= [lbixatenbHasi HeJOCTaTOMHOCTb BCMeACTBUE Bblpa-
XEHHOW MbILLEYHON crnabocTu, NOPaXeHNst Nerkmx.

= CepaeyHas HeJoCTaTOYHOCTb.

= XenygovHo-kuweYyHble KpoOBOTeYeHUa n nepdo-
pauuu.

= OcTeonopo3 KkocTel, OCODEHHO MO3BOHOYHMUKA,
BCMEACTBME 3HAYUTENIbHOMO CHWDKEHWUS [OBUratenbHon
aKkTUBHOCTM pebeHka (a Takxe B pesynbraTe Tepanuu
[K) c pasBuTMeM KOMNPECCUMOHHLIX MeperioMoB U Ko-
PEeLLKOBOro CUHAPOMA.
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Ta6nuua 1. BapuaHTbl Te4eHus toBeHunbHoro gepmatomunosuta (J1.A. caesa, M.A. Y)KBaHus)

TeuyeHne | Kputepum

Bbicokas nnxopaadka

Octpoe Apkuin gepmaTtnt

(10%)

BoneBon 1 0TeYHbI CUHAPOMBbI
BucuepanbsHble nposiBneHns

BypHoe Hauano (Tshkenoe coctosiHue GorbHOrO pasBuBaeTCs B TeyeHne 3-6 Hen)

MporpeccupytoLasi MelleyHas cnaboctb
HapyLueHwve rnotanust 1 gbixaHus

MogocTtpoe
(80-85%)

MonHas KNMHMYeckas kapTuHa NposiBNSeTCs B TeyeHne 3—6 mMec (MHorga B TedeHue 1roaa)
Pa3BuTrie cMMNTOMOB — NOCTENEHHOE

CybebpunbHas Temnepatypa Tena

BucuepanbHble nopaxeHusi BCTPeYatoTcs pexe

XapakTepHo Ansi 6onblIMHCTBA BOMbHbIX

HECKOMNbKMX net
OepmaTtut
MMnepnurMmeHTauus
MMnepkepatos

MepBKYHO-
XPOHMYeckoe
(5—-10%)

MNocTeneHHoe Ha4ano 1 meaneHHoe nporpeccupoBaHme CMMNTOMOB Ha NPOTAXEHUN

MuHumanbHas BucLeparbHada naTtornorua
MNpeobnapatot obLwme guctpoduyeckne M3MeHeHns, aTpodus U CKNepo3 MbiLLLl
OTmeyvaeTCs CKIOHHOCTb K Pa3BUTMIO KarnbLUMHATOB W KOHTPaKTyp

AOUATHOCTUKA

INNaGopatopHbie uccnepgoBaHus

KnuHuyeckuli aHanu3 Kpoeu. B OCTPOM nepuoge
KOM, kak npaBwuno, 3BMEHEHUI HET WU OTMEYaloTCs
ymepeHHoe nosbiweHne CO3 (20-30 Mm/4), HebomnbLLOW
nemkoyuntos (10-12 x 10%/n).

Buoxumuyeckue u ummyHonozau4yeckue ucciedoea-
Husi Kpoeu: noBbileHne ypoBHen KOK, IO, ACT, AT,
anbponassl. AH® Bhisensetcs y 50-86% nauyneHToB B
Tntpe 1:40-1:80; noBbllweHne aktuBHoctn 1gG — y 25%
nauueHToB B aKkTUBHbIN nepuog. PO npucytcreyet vy
10%. AHTUTENA K KapAuonunuHam onpenensoTcs npu
BblpaXeHHOM cuHApoMe Backynuta. MwuosuTcneumdu-
yeckue aHTu-Jo-l-aHtutena (ructugun-tPHK-cuHTeTasa)
npwv tOOM obHapyxwuBalTCa KpanHe pegko, MMeT gua-
rHOCTUYECKOE 3HAYEHWNE TONbKO MPU MOPAXEHUN NErKNX.

KnuHuyeckuli aHanu3 mMoyYu: Npy OTCYTCTBUM COMyT-
CTBYHOLLEN MOYEBON MHMDEKLUN HE U3MEHEH.

WHcTpymMeHTanbHbIe uccrnegoBaHus

KT Nnpu3Hakun HapyLueHns MeTabonuyecknx npoLec-
COB B MUOKapZe, Taxukapawsl, 3amepsieHne npoBoaMMO-
CTM, SKCTPACUCTOMbI, CHWKEHME INEKTPUYECKON aKTUB-
HOCTW MUOKapAa, ULEMUYECKNE UBMEHEHNS B CEPAEYHOW
MblILLLE.

9xoKT: npu MWOKapAauTe — pacluMpeHne MnonocTewn
Cepaua; YTOMWEHNE W/VMK TMNEePIXOreHHOCTb CTEHOK U/
UNW NanUNNApHbIX MbILL; CHUXKEHWE COKPATUTENIbHON W
HacoCHOW DYHKLMKM MUOKapaa; npv HanMuum nepvkapam-
Ta — paccroeHne unu yTosLleHne NMCTKOB Nepukapaa.

Y3U opzaHoe 6prowHol nonocmu. Hecneunduye-
CKVi€ M3MEHEHUs B MeYEHN U CEeNne3eHKe B BUAE yCUNeHus

COCYANCTOrO PUCYHKA U/UIN YCUINEHUS! SXOTEHHOCTM na-
PEHXUMBbI.

Anekmpomuozpaghus: Npu HopmaribHOW CKOPOCTH
MPOBEAEHNS HEPBHOMO MMMyJibCa ONpPeaenseTcs MUOTeH-
Hbll XapakTep W3MEHEHUN B BUAE CHWKEHUS amMnauTyabl
N YKOPOYEHMUS MPOAOIHKUTENBHOCTM MNOTEHUMAnoB Oen-
CTBMUS MbILLIEYHbIX BOJIOKOH, CMIOHTAHHOW aKTUBHOCTU B
Buae ombpunnsaumn.

Y3U mblwy: 0OOHOPOAHOCTb MbILLEYHOW TKaHW C Hapy-
LLEHHOW 9X0apPXUTEKTOHNKOMN.

MPT Mmblwy;: ycuneHne curHana oT MbILL, BCreacTBre
MX OTeka M BocnaneHusi (M3MeHeHWs1 MOSIBNATCSA Ha ca-
MbIX paHHUX CTagusix 6onesHn).

Buoncusa mbiwy: o6Hapyx1BalT U3MEHeHUs Bocna-
NUTENBHOTO M flereHepaTMBHOIO XapakTepa.

®yHKYus eHewHe20 ObixaHUsl: PECTPUKTUBHbIE U3-
MEHEHUS B pesyrnbTaTe CHWKEHUS CUMbl ObIXaTeNbHbIX
OBWKEHUN.

KT e2pydHoli knemku: yCUneHne CoCyaucToro pUcyHka,
nHorga nokanbHoe. [Mpu pasBuUTUM MHTEPCTULMANBHOIO
NEroYHOro BOCMANeHUsi — NEroYHble MHUILTPaThl, Kap-
TWHa neroyHoro unbposa (6asansHoro Mnu gudgysHoro
BMMOTb 40 (DOPMUPOBAHNA «COTOBOrO J1Erkoro»), cyb-
nnespanbHble nonoctu (6ynnbl), B crnyyae Mx paspbiBa —
peHTreHonornyeckas KapTuHa nHeBMoTopakca. Pepgko
HabmogaeTcs BbICOKOe CTOsiHME AmadparMbl B pesynbraTe
ee napesa.

KPUTEPUN OUNATHOSA

[AuarHocTuyeckne KpuTepun gepmatoMuosvTa U no-
NMMKO3NTa NpeacTaBneHbl B 1abn. 2.
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AupgpepeHyuanpHblll duazHO3 HeObXoaMMO MpPOBO-

OUTb CO creayoLmmy 3aboneBaHnAMMU:

© OBEHWUMbHbIA MONTUMNO3NT;

©  NHMEKUNOHHbIA MUO3NT;

= HenpoMmblleYHble 3aboneBaHust U muonatum (MMoau-
cTpodoms [ioweHa, Myasthenia gravis, MMOTOHMS M Op.);

© MMWO3UT NPU APYrMX CUCTEMHBIX 3aboneBaHnsax coeau-
HUTENbHON TKaHW;

= ocCUUUMPYIOLLMIA NpOorpeccupyroLnin MmosuT (6o-
nesHb MioHxmeliepa);

= BTOPWYHbIA EPMaTONONMMMUO3UT MPU OHKOMOrnye-
CKMX 3ab0orieBaHusIX.

NPUMEPbI AUATHO30B

= [lpumep Ne 1. HOHoOLLECKMIA BEPMATOMMUO3NT, MOJO-
CTpoe TeueHue, |l cTeneHb akTMBHOCTM (KOXHbINA, MWO-
naTU4ecKnin CUHAPOMbI).

= [lpumep Ne 2. FOHOLECKMA OEPMATOMUO3UT, OCTPOE
TeyeHue, |V cTeneHb akTMBHOCTU (KOXHBIN, MuonaTu-
YeCKUi CUHAPOMBI, KapauT, MHTpecTULMansHoe nopa-
XeHue nerkux). [bixatenbHas HE[OCTaTOMHOCTb 2-1 CT.

OLIEHKA AKTUBHOCTH

Kputepun aktmBHoctn KOOM, npuHsiTbie B OTE4ECTBEH-
HOW neguaTpuyeckon peBMaTonorMn, npeacTaBneHbl B
Tabn. 2.

NEYEHUE

HemepukameHTO3HOE nevyeHue

Pexum. B nepuogbl 060cTpeHus 3abonesaHus ABu-
raTenbHbll pexxmm pebeHka pesko orpaHuyeH. MNonHas
MMMOBUM3aumns cnocobCTBYeT Pa3BUTUIO KOHTPaKTYP,
aTtpoun MbILLEYHON TKaHW, ycyrybneHuno octeonoposa.
dusmyeckme ynpaxHeHus1 cnocobCTBYIOT COXPaHEHUIo
(YHKUMOHANbHOW aKTUBHOCTM CyCcTaBOB. PekomeHayerT-
CSl COXPaHATb NPSAMYH OCaHKy npu xoapbe u cugeHuu,
cnaTb Ha XeCcTKOM maTpace U TOHKOW noayuike. Mcknto-
YNTb NCUXO3IMOUMOHaNbHbIE Harpysku, npebeiBaHne Ha
conHue.

Huema. Y GonbHbIX ¢ cuHapoMom KylivHra uenecoo-
GpasHo orpaHuyeHne noTpebreHns yrneBoAoB U XUPOB,
npegnoyTMTensHa OenkoBas gueTa. YnotpebrneHue npo-
ZYKTOB C NOBbILLEHHBIM COAEPXXaHWEM KanbLusa 1 BUTAMU-
Ha D ansa npodunaktukn octeonoposa.

Mpu nceBpobynbbapHbIx paccTponcTBax (nonepxu-
BaHME Mpu npueme NULLKN) KOPMITIEHME OOIDKEH OCY-
LWeCTBNATb CPEAHNIA MeOWUUMHCKUIA NepcoHan Anis npo-
unakTvky acnupaumun, B TSXeNblX Clyyasx nokasaHa
MOCTaHOBKa HasoracTpanbHOro 30HAa.

JleyebHas huskynbmypa. PeabunmTtaunoHHble Me-
ponpuaTus crnegyeT NpoBoAWUTb AU dEPEHLMPOBAHHO,
B 3aBMCMMOCTU OT cTagun 3abonesanus. B ctauyumoHape
nocrne Hopmanu3auuu nabopaTopHbIX MoKasaTenen u
CTUXaHUS aKTUBHOCTMK 3aboneBaHns npoBogaT J1PK,
Maccax. B nocnegywuiem nocTENEHHO HapalinBaeTcs
thusnueckas Harpyaka.

Tabnuua 2. [lnarHocTnyeckme Kputepum gepmato- n nonumuo3suta (K. Tanimoto u coasr., 1995).

Kputepum XapakTepucTuka

KoxHble nameHeHust

1. lennoTponHas cbinb (KpacHO-hroneToBas oTeYHas apuTemMa Ha BEPXHUX BEKaX)
2. CumnTom [oTTpoHa (KpacHo-huoneToBas kepatoTuyeckas atpoduyeckas
apuTeMa Hag pasrnbaTenbHbIMKU MOBEPXHOCTAMU CYCTaBOB NanbLEB)

3. Oputema Ha pasrnbartensHoW NOBEPXHOCTM CYCTaBOB (MPUNOAHSATas KpacHO-
dmoneToBas apuTEMA HAf, MOKTAMU U KONEHSIMM)

MpusHaku nonumMmosunTa
noTeHuunanamm)

1. MpokcumanbHas MbllevHas cnabocTb (BEPXHWUX UMM HUXHUX KOHEYHOCTEN),
nporpeccupyoLLas B TEHEHNE HECKOMbKUX Hedenb Unn Mecsues, B COYETaHNUN C
ancdarven / nopaxeHnem AblxaTenbHOW MyCcKynaTypbl UMK MPU UX OTCYTCTBUM
2. MNoBblweHve ypoBHs KOK unu anbaonasbl B CbIBOPOTKE KPOBU

3. MbilweyHas 60b (NanbnatopHas UM CNOHTaHHast)

4. TonoxuternbHble aHTU-Jo-1-aHTtuTena (rmctnann-tPHK-cuHTeTasa)

5. MuoreHHble n3meHeHus Ha OMI (kopoTkast MPOOOIHKUTENBHOCTb, MONUdasHbIe
MoTeHUManbl MOTOPHbIX AMHWL, CO CMIOHTaHHBIMKU (PUBPUIAALNOHHBIMN

6. HepeCTpyKTMBHBIN @pTpuT Unu apTpanrum

7. CucteMHble Npu3HakM BocnaneHus (Temnepartypa Tena Boiwe 37 °CB
noaMbilleyHon obnactu, nosbiwexne ypoHss CPBunun CO3 > 20 mm/y)

8. Mopdonornyeckoe NOATBEPXKAEHWE MbILEYHOTO BOCMAneHus (BocnanutensHas
MHUMBTPaALMS CKEMETHBIX MbILLL, C A€reHepaunen U HEKPO3oM, akTUBHbIN
(haroumTo3s, aKTMBHasa pereHepaums)

OwnarHo3s AepMaToMUO3NTa MOXeT ObITb yCcTaHOBNE€H NPpU HaNU4YUunM KaKk MUHUMYM 1 N3 KOXHbIX KpUTepues
B COYeTaHUM ¢ 4 KpUTEepUAMMU NOSIMMMO3NTA
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MepukameHTO3HOE NnevyeHue

nrokokopmukocmepoudsi (A). MpegHU30MOH per 0s
B Ao3e 1 mr/kr B cyT (MakcumanbHo 1,5 mr/kr) B Teve-
HMe 6—8 Hea ¢ AanbHeMLW MM NOCTeNeHHbIM MeaNeHHbIM
CHWXeHneM. Yepes 6 Mec neveHns [o3a JomKHa cocTas-
nATb He MeHee 0,5 MI/Kr B CyT, @ K KOHLLy NepBOro roga
nevenuss — He MmeHee 0,25-0,3 mr/kr B cyT. JQnutens-
HoCTb npuema K npu OTCYyTCTBUM peLnanBOB COCTaBNS-
eT4-5ner.

B cnyyae BbICOKOWM aKkTMBHOCTU Bonesnn (2-9 nnu 3-1
CTeneHb, MMONAaTUYECKNA KPK3), NPU pacnpoCTPaHEHHOM
nopaXKeHUn KOXW, BblPpaXEHHOM CMHAPOME BacKynuTa
UM Pa3BUTUN XU3HEYTPOXKAKOLLMX COCTOSIHWIA (gucdarus,
AblxaTenbHas HegoCTaTOMHOCTb, MWOKapAuT, MHTEpPCTU-
LnansHoe NnopaxKeHne nerkux) NpoBOAAT MynbC-Tepanuio
MeTUNNPeaHN3010HOM BHYTpUBEHHO B A03e 20-30 Mmr/kr
Ha BBeAEHME B TeYeHne 3 nocrneaoBaTenbHbIX AHEN.

O dekTuHocTb Nynbe-Tepanun 'K noBbilwaeTcs npu
coveTaHuu c ceaHcammn nnasmadepesa. Mposogsat 3-5 ce-

aHcoB nnasmacdepesa eXeAHEBHO Unu Yepe3 1 AeHb.
Yepes 6 4 mocne Kakaoro ceaHca BHYTPMBEHHO BBOAAT
MeTUNNPeaHn30M0H B fo3e 15-20 mr/kr.

UmmyHodenpeccaHmbi npumersitoT BmecTe ¢ K. MNpe-
napart nepBoro Bbibopa— memompekcam (B) per os B fo3e
10-15 mr/m?2 B Heqd. LnuTenbHOCTL Npuema — 2-3 roga Ao
OOCTUXKEHUS CTOWKOW KIMHMKO-NabopaTopHOW pemMuccum
npw yCNoBUKN OTCYTCTBUS OCITIOXKHEHUN.

AsamuonpuH (B) per os B gose 1,5-3,0 mr/kr B CyT.
OnutensHocTb nNpuema — 2-3 roga A0 OOCTUXKEHUS
CTONKOWN KNUHUKO-nabopaTopHOM pemuccum npu  yc-
NOBUW OTCYTCTBUS OCMOXHEHWN. Ljuknogocgpamud (A)
BHYTpMBEHHO B A03e 10-15 mr/kr B Mec B TeyeHne 1 roga
(OO poCTMXEeHUS CTOMKOWM KMMHWKO-nabopaTtopHoOM pe-
muccun). 3atem MHMY3UM NPOAOIKalT C NEPUOANYHO-
cTbto 1 pa3 B 3 Mec, aanee 1 pas B 6 mec. [AnuTenbHOCTb
neyeHus coctaensieT 2—3 roga 4O AOCTUXEHNUS CTOMKON
KIMHUKO-nabopaTopHON peMrUccmm Npu ycrioBum OT-
CYTCTBUS OCnoxHeHuin. Luknodocthamug asnsetcs npe-

Tabnuua 2. OueHka cTeneHn akTMBHOCTY toHoLweckoro gepmatomumosnTa (M1.A. Ucaesa, M.A. 2KBaHus)

CteneHb
aKTUBHOCTU

Kputepum

[l (makcmanbHas)

CMHOPOMOM U OTEKOM MbILLILY

debpunbHast unu cyddebpunbHas TemnepaTypa Tena

Pe3ko BblpaxxeH fepMaTuT, COCYAUCTBIN CTa3 C ABMEHNSMMW Kanunnsputa nagoHen 1 cton
OuaroBbin 1 M dY3HBIA OTEK KOXIN U NOAKOXHOMW KNneTyaTku

Hepepnko BCTpevaeTcsi CycTaBHOW CUHOPOM

Pe3ko BblpaxeHa MbllweyHas cnabocTb BNOTb 4O MOMHON 06e34BMXKEHHOCTU, ¢ 6oneBbIM

KapﬂI/IT, NoJNINCEepPO3NnT, UHTEPCTULMANbHOE NopaXXeHne Nerknx
3Ha4MTenbHO NOBbLILLEH YPOBEHb (*)epMeHTOB MbILLIEYHOIO pacnaaa

NaHMMO3NTOM B OCHOBE

Mwuonatunyeckun
Kpu3

TMNOBEHTUNALNOHHOIO TUna

KpaIZHFIﬂ CTENEHb TAXECTN NOpaXeHna nonepe4vHo-nosiocaTbiX MbILL, BKITHOYaAA
OblXaTellbHble, TOPTaHHbIE, MOTOYHbIE, p,maq)parmaanble nnap., C HEKPOTUYECKUM

MNMonHas 06e3aBwKeHHOCTb BONBHOrO

MworeHHbIn BynbbapHbli napanmy

MuoreHHbI napanuy apixaHus (orpaHudeHne aKCKypcun rpyaHon knetku 8o 0,2 cm)
XusHeyrpoxaroliee COCTOSiHUE BCMeACTBUE AblxaTenbHOW HEAO0CTaTOYHOCTU

Il
(ymepeHHas)

TemnepaTtypa Tena HopmarnbHas unu cybcebpunsHas
KOXHbIiA, MMonaTuyecknii 1 60neBoi CUHAPOMbI BbipaXeHbl YMEPEHHO

YMepeHHOe MOBbILLEHVE YPOBHEW (hepMeHTOB MblleyHoro pacnaga (yposeHb KOK n ANT
WHOTAAa MOXET He MpeBbIaTh HOPMY)

Bmcuepan bHaA NaTonorna HeAapkad

HopmanbHas Temnepatypa Tena

| (MMHUManbHas) Harpyske

Hesipkasi nunoBas apuTema B 06nacTvi BepxHUX BEK U Haf CycTaBamu
MbiweyHas cnabocTb CKpbITas UM yMepeHHasi, 0GHapyXuBaeTCs NPEUMYLLECTBEHHO MPU

CTOWKINE CYXOXUIbHO-MbILLIEYHLIE KOHTPAKTYpPbI
M3penka oTMeyatoTcs rHyCaBblil OTTEHOK roflioca, O4aroBbIii MUOKapauT
JlabopaTopHble NokasaTenu, kak NpaBumo, B Npeaesiax HopMbl
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napatoMm BblGopa NpU MHTEpPCTULMANbHOM MOpaXeHun
nerkunx. Yuknocnopux A (C) per os — B gose 3—5 mr/kr
B CYT C AanbHeWWwnM nepexofomM Ha NoAAepXMBatoLLyo
no3sy 2,0-2,5 mr/kr B cyT. OddekTuBeH nNpu MHTEPCTU-
LUMansHOM Mopa)XeHuun nerkmx. AnutensHoCTb nedYeHns
cocTaBnseT 2—-3 roga Ao OOCTUXKEHUS CTOMKOW KITUHU-
ko-nabopaTopHOW pemMUCCUN NpU YCroBUMN OTCYTCTBUSA
OCNOXHEHWUN.

UmmyHo2n06ynuH 4enoeseveckuli HopmanbHbil (C)
NMPYMEHSIIOT MPUW BbICOKOW aKTUBHOCTW 3aboneBaHvs unm
npy HanuMunm UHMEKLUNOHHbBIX OCIIOXXHEHUI B COCTaBe
KomnnekcHon Tepanuu. [lo3a npenapara coctaBnset
1-2 r/kr Ha KypcC.

leHHO-uH)XeHepHble 6uosio2uyeckue npenapamal
NPUMEHAIOT NpU HeaddekTUBHOCTU neveHns MK un mm-
MyHOZenpeccaHTamu, BbICOKOM akTUBHOCTM BonesHu
(2-3-a cTeneHb, MMonaTUYECKUI KpM3), pacnpocTpa-
HEHHOM KOXXHOM CUHOPOME, BblpaXX€HHOM CUHAPOME
BaCKynuTa, pasBUTUN XUSHEYTpOXaLWnX MposBNeHnn
(amcbarus, ObixaTenbHas HeQOCTATOYHOCTb,  MMOKap-
OWT, MHTepcTuuManbHOe rerovyHoe BocnaneHue. Ha-
3HaualT pumykcumab (D) BHYTPUBEHHO B f03e 375 Mr/m?
B HeA B TedeHue 4 nocneposaTtenbHelx Hed. [MoBTop-
HbI KYpC NpoBOAAT Yyepes 22-24 Hep Nocrie NnepBoro
BBEAEHWS npenapaTa npu COXPaHSIoLWeNcs BbICOKOW
aKTMBHOCTK BonesHu.

lMpenapamel, oka3bigalowjue enussHUE Ha MUKPO-
UupKynsyuro

Annpocmadusn (D) NpUMEHSIOT MpU TSHKENbIX HapyLue-
HUAX KPOBOOOPALLEHUS, HEKPOTUYECKUX U3MEHEHUSIX.
MNpenapaTt HasHayalT B CYTOYHOW [03e 6 HI/Kr B 4ac,
pasgeneHHon Ha 2 npuema. lNpenapaT BBOAWUTCA TOMbKO
yepes MHGY30MaT CO CKOPOCTb0 He MeHee 50-75 mn/y
B TeyeHue He MeHee 2 4. [nuTenbHOCTb Tepanun co-
cTaBnseT 14 gHel, 3aTeM Jo03a npenapata CHUxaeTcs A0
3 Hr/ kr B 4ac. IHdy3un npogonxkatT B TedeHue 3 gHeNn,
nocre 4Yero npenapar OTMeHsItoT. Bo nsbexanvne pasBuTtus
HexenaTenbHblX sBNeHun (peskoe cHwxeHune ALl, SKc-
TpacucTonus, Taxu-, bpagukapavsl) BBefeHuWe npenapara
NPOBOANTCS TOMBKO MPM NOCTOSIHHOM MOHUTOpUHre OKT.

lenmokcupunnuH (C) NPUMEHSOT MPU KOXHbIX MPO-
asnexuax FOOM. HasHavaeTcs BHyTpMBEHHO B Jose 20 Mr
Ha 1 rof XXW3Hu B CyT, pasgeneHHon Ha 2 npuema. NHdy-
311 npenapara npoeoasTcs B TeveHune 12-14 gHen, nocrne
Yyero nauneHTa NepeBoasaT Ha MpueM npenapata per 0s B
TOW e f03e. [PoJoKNTENBbHOCTbL NeYeHNst JOSHKHA ObITb
He MeHee 6-12 mec.

Junupudamon (C) Takxe MPUMEHSIETCS MPU KOX-
HbIX nposiBneHuax KOAM. MNpenapat Ha3HavaeTcs B 4o3e
5 mr/ kr B cyT, pasgeneHHon Ha 2-3 npuema. [Mpogomku-
TENbHOCTb JIeYeHNss — He MeHee 12 mec.

HuskomonekynspHbie 2enapuHbl (D) nokasaHbl npu
TPOMOOTUYECKNX OCNOXHEHUSAX. HasHavatlTes cTporo
NOAKOXHO B fo3e 65-85 ME/kr B cyT. AnuTenbHOCTL MpU-
MeHeHns — 2-4 Hef.

B cny4ae Heo6xooMMOCTM NPOBOAAT MOHUTOPUHT
NPOTMBOCBEPTHIBAIOLEN aKTUBHOCTU HU3KOMOIEKYNsp-
HbIX FEeMapuHOB MO YPOBHK aHTK-Xa. 3abop obpasLoB
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KpOBW 41151 3TOr0 OCYLLECTBNAOT Yepe3 3—4 4 nocrne uHb-
€KMW, Korga AOCTUraeTcsl MakCMMarbHbI YPOBEHb aHTU-
Xa aKT“BHOCTU B Nnasme KpoBW. LleneBon ypoBeHb aHTU-
Xa B nnasme kpoBwu gomkeH 6biTb B npegenax 0,2-0,4 ME
aHTn-Xa/mn. MakcumanbHbln  AOMYCTUMbIN YPOBEHL —
1,0-1,5 ME anTn-Xa/mn.

Xupyprudeckoe nevyeHue
lMokasaHus:

© BblpaXeHHble KOHTPAKTYpbl CyCTaBOB CO 3HAYMTESb-
HOW (hyHKLMOHANbHOW HEAOCTATOYHOCTbIO;

< WHOUUMPOBAHME KarbLWHATOB.

BEOEHME NMALUMUEHTOB

1. Bcem petam — odopmneHue cratyca «pebeHOK-MH-
Banug».

2. OByyeHune Ha OOMY MOKa3aHO AETSAM, NOMyYalLMm
rMBI.

3. Bo Bpems noceleHns LWKOMbl HE NOKa3aHbl 3aHATUSA
thuskynsTypon B 0bLien rpynne.

4. 3anstus JIOK B cTagum pemuccum 60nesHn co cnewm-

anucToM, 3HaKOMbIM C 0COBEHHOCTAMYM NaTonoruu.

[MpoTmBonoKasaHbi:

BaKUMHaLMS;

BBeAEHVE raMmMa-rnobynumHa;

nHconaums (npebbiBaHne Ha COMHLE);

CMEHa KnumMara;

nepeoxnaxaeHne (B TOM YUCE KynaHue B BOJOEMAX);

dmsnyeckme n NCMXMYeckne TpaBMbl;

KOHTaKTbl C AOMALUHUMWU XKUBOTHBIMMU;

neyeHne MMYyHOMOZYNATOpaMu.

O6y4yeHMe 6onbHOrO

BonbHOM 1 ero pognTenu AOMKHbl 3HaTb 06 OCHOB-
HbIX KITMHMYECKUX Mpu3Hakax, xapaktepe 3abonesa-
Hus, ¢akTopax, nposouupylwmnx oboctperHne. OHu
OOIKHbI ObITb AeTanbHO MHOPMMpOBaHbl 060 BCex
AOCTOMHCTBAX M NobouHblX 3addeKkTax NekapcTBEHHbIX
cpencts (11C), Heo6XxoaMMOCT pEerynsipHoro npvema
npenapatoB. Cnegyer WMHCTPYKTMpPOBaATb GOMbHbIX O
BaXXHOCTM TLWATENbHOIO PErynspHoOro MOHUTOPUHra
nposognMMon Tepanuu. MNpu nosiBNeHUun NoboYHbIX
3(hhekToB MaumeHT OOSKEH 3HaTb O MocnefoBaTesb-
HOCTW CBOUX AEeNCTBUN (BpeMeHHON oTMeHe JIC u
oOpalleHun Kk Bpavy). Heobxoanmo obyyeHue cammx
nauMeHToOB U UX poauTernen HaBblKaM eXeOHEBHbIX
TPEHNPOBOK, @ TakXe ynpaxHeHusaMm rneyebHon pus-
KynbTypbl.

BeneHue nauneHToB
B CTalMOHapPHbIX YCIOBUAX

CneunanuampoBaHHas, B TOM YUCIE BbICOKOTEXHO-
NornyHasl, NomoLLb OKa3biBAeTcA B [JETCKOM PEBMATOnNo-
TMYECKOM OTAENeHUM MEAULIMHCKOW OpraHu3auuu, raoe
NpeaycMOTPEHO Hanuiume:




IOBEHUNbHbLIA OEPMATOMUO3UT

e OTOeNleHUs aHECTE3NONIOTMN U peaHumMaTonorum
unu 6noka (nanaTbl) peaHuMauum n UHTEHCUBHOW
Tepanuu;

= VMMyHONOrnyeckon nabopatopum C NPOTOYHbIM LiM-
TochnyopumeTpoM 1 obopymoBaHueM Onsi onpegene-
HUS MMMYHOMOTMYECKNX MapKepoB pPeBMaTUYECKMX
oonesHewn;

« OTAeneHns Nyy4eBOV OMArHOCTUKW, BKMYas KabUHeT
MarHMTHO-PE30OHAHCHON W KOMMbIOTEPHOW TOMOrpa-
¢un c nporpaMmon Anst UCCNENOBaHNS CyCTaBOB;

« 3HAOCKOMUYECKOro OTAENEHMS.

MomMowb OKasbiBaeT Bpayv-peBMaTosior, COOTBETCTBYO-
wun KeanudukaumoHHbIM TpeOOBaHMSIM K crieumanuctam
C BbICLUMM MU NOCNEBY30BCKUM MEOULMHCKUM U apma-
LieBTUYeCkMM obpasoBaHMeM B cdepe 30paBOOXpPaHEHMs
no cneuuansHOCTU «peBMaTonorusty 6e3 npeabsBneHns
TpeboBaHun k ctaxy pabotel ([Mpmkas MuHsgpascoupas-
ButUSa Poccum ot 7 nonsa 2009 r. Ne 415H ¢ uameHeHusmu,
BHECEHHbIMU Npuka3om MwuH3gpaBcoupas3sutus Poccum
OT 26 gekabps 2011 r. Ne 1644H; MNpukas MuH3gpascou-
passutunsa Poccum ot 23 nonsa 2010 r. Ne 541H).

O6cnedosaHue U neyeHue nayueHmos npoeodumcs 8
coomeemcmeuu co cmaH0apmom crieyuanu3uposaHHol, 8
m. 4. 8bICOKOMEXHOM02UYHOU, MeduyuHckol nomouiu 60orib-
HbIM ¢ AepMamonouMUO3UmoM 8 YCriogusix cmauyuoHapa
unnu OHe8HO20 cmayuoHapa:.
= [eTsM C BbICOKOW M CpedHen CTeneHb akTUBHO-

cTM GonesHu cneunanu3npoBaHHas MeAULMHCKas

MOMOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOIO

cTauMoHapa;

e [EeTsM C HU3KOW CTEeNeHbl aKTUBHOCTUM U PEMUCCU-
el bonesHn cneunanuaMpoBaHHas MeAuUMHCKas Mno-
MOLLIb OKa3bIBAETCS B YCMOBUSX KPYrNOCYTOYHOO U
OHEBHOro cTaumoHapa.
lpodomkumenbHocmb 20cnumanu3ayuu nayueHma 8

cmauyuoHape — 28 gHEN.

lpodomkumenbsHocmb 20cnumanu3ayuu nayueHma 8
ycnogusix OHe8H020 cmayuoHapa — 14 aHen.

BepneHue naumeHTa, nonyvarowero npoTMBOpEB-
MaTuyeckue npenapartbl, MMMYHOAENpeccaHTbl u/unu
rmen

Mo Havyana neveHus ecem nayueHmam — nposege-
Hue peakunm MaHTy v KT rpyaHOm KneTkn Ans uckniode-
HUs TyOepkynesa.

Bo epems neveHus:
= nayueHmam, rnosydarowum uMmMyHooenpeccaHmsl, —

nposefeHve peakumn Manty v KT rpygHon knetkm 1

pa3 B roj;
= ayueHmam, nonydarowum MBI, — nposeneHune pe-

akumn ManTy u KT rpygHon kneTku 1 pas B 6 MecsLeB.

Aneopumm delicmeull npu ebisigsieHUU my6epky-
JIe3HOU UHGbeKyuu

lpu 8bigeneHuu nonoxumersbHbIX my6epKynuHo8bIX
npob (peakumst ManTy: nanyna > 5 Mm):
= HanpaBsneHue Ha KOHCynbTauuilo K Bpavy-pTusuatpy

[NS pelleHns Bonpoca O nposefeHuy [uackuHTecta,

TyGepKynuMHOBbIX NPo6 C pa3sBegeHneM, KBaHTUdepo-

HOBOrO TecTa U Ha3HavyeHun cneLnpuyeckon XMMmo-
Tepanuu Npy HanMuMn NoKasaHun.
[pu sbiggneHuUU akmugHo20 mybepKyne3Hoeo npoyecca:

= wmetoTtpekcaT u MBI oTMeHNTb;

= HabniogeHue y pTnsnaTpa;

= npoBedeHue cneunduyeckon NpoTmeoTybepkynes-
HOM XMKHoTepanuu;

= KOHCynbTauus No BOMPOCY KOPPEKUMM NMPOTUBOPEB-
MaTU4YeCcKoW Tepanuu B peBMAaTofIOrM4yeckoMm oTaene-
HUW, UHULMMPOBABLLEM Jle4YeHUEe MMMYHOZEenpeccaH-
TOM w/unn F'MBr.
B cnyyae mybepkynesHol uHghekyuu be3 ovaza:

= [WBI oTmMeHnTb;

= fevyeHne MeToTpekcaToM B CTaHAApTHOW A03e Mpo-
JONMKNTb;

= HabntogeHve y gpTranatpa;

= npoBedeHue cneuunduryeckon NnpoTmeoTybepkynes-
HOW XMMMoTepanun B Te4eHne 3 MeCsILIEB;

< pelleHne Bonpoca O Bo30OHoBNeHun Tepanuu MBI
nNpuHMUMaeTCsa B Cneuvanu3npoBaHHOM pPEBMATosO-
rMMYecKoM CTauuoHape, UHULMMPOBABLLEM Tepanuio,
nocne MpOBEAEHUSI Kypca Crneunduyeckon xmmMmoTe-
panuu v paspeLueHus ptuamarpa.

BepeHue naumeHTa, nony4atowero putykcumao

Bcem nayueHmam npu HasHa4eHuUu pumykcumaba:
= KO-TPUMOKCa30s + TPUMETONpuUM per oS B npodu-

nakTnyeckom aose 5 Mr/kr B CyT — MOCTOSIHHO Ha

BpPeEMS feyeHus, a Takxe B TedyeHne 1 roga nocne ero

OTMeHbl. Llenb — npodunaktmka nHEBMOLUCTHON

NHEeKUMN.

B cnyyae nosieneHuss kamapaJibHbIX si8f1€Hul, JIUXO-
padku u noOKawueaHusT
= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;
= KT nerkux gns uckmyeHus OCTPOW MHTepCTULManb-

HOW MHEBMOHMUN;
= Cepornormyeckoe uccriefoBaHue KpoBu: onpeaeneHue

aHTUTeN K NMHeBMoUWCTaM, XnamuausmM, MUKonnasmam,

BMpYCY npocToro repneca, LIMB, Bupycy dnwTeniHa—

Bapp;
= WCcCnefoBaHMe acnupara, MOKpOThl (MpW ee Hanuuum)

ANs onpefeneHns aHTUreHoB XnamMuguii, MUKonnasw,

MHEBMOLIMCT;
= 1ccrnefoBaHue CrtoHbI U MOYK, KPOBYM METOAO0M Mo-

NMMepasHON LIeMHON peakuuu ANs BbiBNEHUS aKTUB-

HOW pennukalmm BupycoB npocTtoro repneca, LIMB,

OnwrenHa—bapp.

B cny4ae ocmpol uHmepcmuyuanbHOU MHE8MOHUU
no daHHbIM KT (ewje Ao nonyyeHusi pesysnbmamos sa-
60pamopHbIx ucciedosaHull).
= OTMEeHWTb NIIaHOBOE BBEAEHME PUTYKCUMaba;
= KO-TPUMOKCason + TPUMETONPUM BHYTPUBEHHO B

[ose 15 mr/kr B cyT (No TpUMeTOnpuMy) B TeYeHue

14-21 gHs;
= KNapuUTPOMULMH BHYTPUBEHHO B 403€ 15 MI/Kr B CYT B

TeveHune 14-21 gHs;
< LedTPMaKCOH BHYTpUBEHHO B Ao3e 20-80 mr/kr B cyT

B TeyeHne 14 gHen.
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PEBMATUYECKUE BEONE3HU Y OETEU

B cnyyae akmueHoU eepnemuyeckol, LMB, 3n-

wmeliHa—-bapp eupycHoul uHgekyuu.

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= auMKIIOBMP BHYTPMBEHHO B A03e 5-10 Mr/Kr Ha BBeae-
HWe Kaxable 8 4, nnm

= [aHUMKMOBMP BHYTPUBEHHO B j03e 5 Mr/kr Ha BBefe-
HUe Kaxable 12 4 B TedyeHune 14-21 oHs;

= 4esioBEeYEeCKU HopMasibHbIN BHYTPUBEHHbBIN UMMY-
HornobynuH, cogepxawwmin 1gG, BHyTPMBEHHO B A03e
0,2-0,5 r/kr Ha KypcC.
B cnyyae cencuca:

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= aHTubakTepuanbHble npenapartbl LWMPOKOro Crnek-
Tpa OEeNCTBUSA BHYTPMBEHHO: LePTPUaKCoH B [03e
20-80 mr/kr B cyT + amukauuH B go3e 15 mr/kr B cyT
U HETUNMUUWH B f03€ 5—7,5 MI/Kr B CyT.
pu HeaghhekmusHoCcmU:

= MeporneHeMm BHyTpuBEHHO B fo3e 10—20 mr/Kr B CyT;

= uedonepas3oH + cynbbaktam BHYTPMBEHHO B [03€
40-80 mr/Kr B cyT;

= YenoBeyecku HopMasbHbIA BHYTPUBEHHBIA MMMYHO-
rnobynuH, copepxawmin IgA, IgM, 1gG, BHYTPUMBEHHO B
Jo3e 5 Mn/Kr Ha Kypc B TedeHne 3 nocnenoBaTesibHbIX
AHen. HeobxoaMmMOCTb MOBTOPHOMO Kypca 3aBuCHT OT
KIMMHNYECKOTO TeYeHns 6onesHu.
B cnyyae uHgheKyuu KOXHbIX MOKPOB08 U MOOKOX-

HO-)Xupoeou Kiiemyamku (yesiroaum).

= OTMEHWTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

HabntogeHne Xnpyprowm;

MeCTHas Tepanus;

aHTMbakTepuanbsHble npenapatbl LUMPOKOrO CrekTpa

JencTBua (aMOKCUMLMNMWH, LedanocnopuHbl 3-ro unm

4-r0 NOKONEHNS1 BHYTPUMbILLIEYHO UIN BHYTPUBEHHO).

B cnyyae uHghekyuu Moyeebigeodsiujux nymeu:

OTMEHUTb MIAHOBOE BBEAEHWE PUTYKCMMaba;

GakTepuonornyeckoe 1ccregoBaHne Moy,

aHTMbakTepuarnbHble Npenapartsl;

ypocenTuKu.

TMpu ocmpoli usu o6ocmpeHuUU XPOHUYECKOU UH-

ekyuu:

= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;

= BO300HOBMNEHNE Tepanuu He paHee Yem yepes 1 He-
[ento nocne BbI3AOPOBMEHMS.
B cnyyae momanbHO20 CHUXeHUSI CbIBOPOMOYHO20

YPOBHS 8ceX UMMYHO02/106y/TUHOE:;

= OTMEHWTb NNTAHOBOE BBEAEHME pUTYKCUMaba;

= YenoBevyeckun HopMasbHbIA BHYTPUBEHHBLIA UMMYHO-
rnobynuH, cogepxawmin IgA, IgG, IgM, BHYTPMBEHHO B
[ose 2—-8 MN/Kr Ha Kypc ¢ uHTepBanom 1 mecsu. Ecnu
He JoCcTuraeTcs A0CTaTouHbIA ypoBeHb 1gG, nnm npo-
ncxoguT GbICTPOe ero NoHWXKeHne, 403y MOXHO yBe-
nMunTb A0 16 MI/Kr UM CoKpaTUTb UHTEpBaN Mexay
NHPY3naMK.
B cnyqae nelikoneHuu u HelimponeHuu c abcosom-

HbIM Yucsiom Helimpogpbunoe < 1,5 x 10%.

= OTMeHUTb NaHOBOE BBEAEHUE pUTYyKCUMaba;

= BBeJeHMe T[paHynouMTapHOro KONOHUECTUMYINH-
pytoLero caktopa (unrpactum) MOLKOXHO B A03€
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5-10 MKr/kr Ha BBeAeHWe B TeveHne 3-5 gHen npu He-
06xoaMMoCTM — Aonblue, 4O MOJSIHOWM HopManu3aumm
yucna neukoumMToB M HENTPOOUIIOB.
B cnyyae ¢hebpunbHol HelimponeHuu (Helimpone-

Husi, conpoeoxdaemasi nuxopadkol):

= OTMeHWTb NNIaHOBOE BBEAEHME pUTYKCUMaba;

= BBeAeHWEe T[PaHyfnouNTapHOro KOSIOHWEeCTUMYNK-
pytoLero caktopa (dunrpactim) MNOAKOXHO B A03€
5-10 MKr/Kr Ha BBeeHWe B TeueHne 3-5 AHel, npu He-
06xoaMMoCTM — Aonblie, 4O MOJSIHOWM HopManu3aumm
yncna nemkoumToB 1 HEMTPOGUIIOB;

= LedTpMaKCOH BHyTpUBEHHO B Ao3e 20-80 mr/kr B cyT
[0 BOCCTAHOBMEHUS NENKoLMUTapHON ¢hopMyIbl U nNpe-
KpaLLeHUst IMXopagKu.

BepneHve naumMeHTOB B aMOynaTopHo-
MONMUKNUHNYECKUX YCIOBUAX

AMBYnaTopHO-NONUKIMHWYECKas MOMOLLb OKa3blBa-
€TCs B AETCKOM pEBMATONIOrM4eckom KabuHeTe.

[Momollb oKkasblBaeT Bpay-peBMaTosfior, COOTBET-
cTBytowmnn KsanmukaumoHHeliM TpeboBaHuaM K cre-
umnanuctaMm C BbICLUMM U MOCIIEBY30BCKMM MeOULIH-
CkMM © papmaueBTudeckum obpasoBaHuem B cepe
34paBOOXpaHeHns No cneumnanbHOCTU «pPeBMaTonNo-
rms» 06e3 npeabsaBneHns TpeboBaHum K cTaxy pabo-
Tbl (Mpuka3 MuHagpascoupassuTus Poccumn oT 7 nons
2009 1. Ne 415H C M3MEHEHUAMU, BHECEHHBIMUW NPUKa30M
MuH3gpascoupa3suTust Poccumn oT 26 gekabps 2011 .
Ne 1644H; MNMpukas MuH3gpaBcoupas3sutus Poccun oT
23 mionst 2010 r. Ne 54 1H).

BeneHue nauyueHTa, nonyyvarowero MK n/ivnu nmmy-
HOAEenpeccaHThl

Ocmomp epayom-peemamono2om — 1 pa3 B Mecsi,

KnuHuyeckul aHanu3 kposu (KOHLEHTpauust remorso-
O1Ha, YnCcno 3pUTPOLMTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkountapHas dopmyna, CO3) — 1 pas B 2 Hegenw.

Knurnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

Konmponb 6uoxumudeckux nokazamerset (obwun be-
nok, 6enkoBble (bpakuun, MOYEBMHA, KpeaTUHWH, Bunu-
pyOWH, Kanun, HaTpun, MOHU3NPOBAHHBIA Kanbuui, AT,
ACT, I'TT, wenoyHon doccartassl, KOK, 14N — 1 pas B
2 Hepenw.

KoHmponb ummyHonozudyeckux nokasamesel (CPB; no
nokasaHusMm — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.

OKI — 1 pas B 3 mecsua.

Y3/ mbiwy — 1 pa3 B 3—-6 mecsiueB (Npy HeobxoaMMo-
CTM — yaue).

OueHka yHKUUU 8HewHe20 ObixaHuss — 1 pa3 B 6 me-
csiLeB (NpY NOPaXXeHWUN NErkux — vatue).

Anekmpomuozpaghusi — no NokasaHUsM.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 mecsiLeB.

lnaHoeass eocnumanusayusi 8 pesmMamosioaudyeckKoe
omdeneHue — 2 pasa B rof 4518 NpoBeAeHUs NOJHOro
obcnenoBaHusa 1 KOppekLun Tepanuu.

BuennaHoeasi eocnumanu3ayusi — B cnyyae obocTtpe-
Hu1s 3aboneBaHus.




IOBEHUNbHbLIA OEPMATOMUO3UT

Anzopumm delicmeull npu usmMeHeHuu sabopamop-
HbIX MOKa3amesneu

B cnydae cHuxeHus 4ucna nelikoyumos, apumpouyu-
moe, mpomboyumo8 HUXe HOPMbI.
= VMMYyHOZEenpeccaHTbl OTMEHUTb Ha 5—7 AHeN;
= 0Ccrne KOHTPOMbHOMO aHanu3a KpoBw Yepes 5—7 AHeN:

— npu HOopManu3auuu nokasatenen BO30OHOBUTb
npuem npenapara;

— MPU COXPaHSALIMXCA U3MEHEHUAX — KOHCYmbTa-
uust peBmaTtonora, npu HeobxogMMOCTW rocnuTa-
nmusauus.

[pu nosbiweHUU ypo8HS MOYe8UHbI, kKpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuwie HOPMbI.
= VMMYyHOOENpeccaHTbl OTMEHUTb Ha 5—7 AHEW;
= [0Crne KOHTPOMbHOMO aHanuaa KpoBwu Yepes 5—7 AHeN:

— npyv HOpManua3aumu nokasaTtenen BO30OHOBUTL
npuem npenapara;

— MpU COXPaHALWMUXCA U3MEHEHUSX — KOHCYmbTa-
umnsa peBmaTtonora, npu HeobxogMmMoCTU rocnuTa-
nmsaums.

pu nosbiweHuu yposHs KOK, JIAI ebiwe HOpMbI:

= rocnutanu3auus B peBMaTonornyeckoe otaeneHuve.

BepeHue naumeHTa, nony4atowiero putykcumao

Ocmomp epadyom-peemamosno2om — 1 pa3 B 2 Hegenu.

KnuHuyeckuli aHanu3 kposu (KOHLEHTpauus remorso-
Ou1Ha, YMCcno 3pUTPOLUTOB, TPOMOOLIMTOB, NENKOLMTOB,
nenkouutapHas copmyna, CO3) — 1 pa3 B 2 Hegenw.

KnuHu4eckuli aHanus moyu — 1 pa3 B 2 Hegenu.

Konmpornb 6uoxumuyeckux nokasamenel (obwun 6e-
nok, 6enkoBble hpakuWKM, MOYEBMHA, KpeaTUHWH, bunm-
pyOVH, Kanuii, HaTPUA, MOHM3NPOBAHHbLIN Kanbuui, AT,
ACT, ITT, wenoyHas ¢occatasza)— 1 pa3 B 2 Hegenu;

KoHmponb ummyHonoeuyeckux nokasameseu (IgA,
IgM, 1gG, CPE, P®, AH®) — 1 pa3 B 3 mecsua.

9K — 1 pas B 3 mecsua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 MmecsaueB.

lnaHosass 2ocrnumanu3ayusi 8 pPesmMamosioauyecKoe
omdeneHue — 2 pasa B rog Ansi NpoBeAeHusT NOMHOro
obcnenoBaHyst U KOPPEKL MU Tepanmu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUs BonesHu.

Anzopumm delicmeuli npu usamMeHeHuu sabopamop-
HbIX MoKa3ameJiel, Mosie/ieHUU CUMIMOMO8 pecnupa-
mopHol uHgheKuuu, TUxopadKu

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yuciom Hetimpogpunos < 1,5 x 10%r.
< MponycTUTb MNaHOBbLIA NPUEM WMMYHOLENpPEC-

CaHTOB;
= KOHCynbTauus B Cneunanu3mpoBaHHOM peBMaTonoru-

YECKOM OTAENeHUN, MHULMMPOBABLLEM Tepanuio pu-

Tykcmabowm;
= BBeJEHWEe TpaHyrnounTapHOro KOJIOHUECTUMYIK-

pytoLLero caktopa (unrpactum) MOLKOXHO B A03€

5-10 mkr/kr Ha BBeieHWe B TeueHue 3-5 aHel npu He-

obxoanMoCcTM — ponbLie, A0 NOMHOW HopManu3aumm

yncna nenkounMToB U HEMTPOGIUIIOB.

B cnyyae ¢hebpunbHol HelimponeHuu (HelumpomneHus,

conpogoxdaemas nuxopadkod):

= MponycTUTb NaHOBbIN NPUEM MMMYHOAENPECCAHTOB;

= BBeJeHVe TrpaHyrnouuTapHOro KOMOHUEeCTUMYIH-
pytoLero aktopa (punrpactim) NOAKOXHO B [03€e
5-10 MKr/Kr Ha BBeeHMe B TeueHne 3-5 gHew npu He-
0bxoaMMocTn — ponblue, A0 MOMHOW HopManu3auum
yncna nemkoumToB 1 HEMTPOGUIIOB;

= Ha3HayeHue aHTWOaKTepuanbHbIX MpenapaToB LUMPO-
KOro crnekTpa AencTBus ANnd npefoTBpalleHus pas-
BUTUS HEWTPOMNEHNYECKOro cencuca (LedTpuakcoH B
Aose 50-100 Mr/kr B CYT BHYTPUMbILLEYHO WNN BHY-
TPUBEHHO);

= CpoyHas rocnutanu3auus B AEeTCKOe peBMaTtoriornye-
ckoe oTdeneHue efepanbHoOro LeHTpa, WUHULMKUPO-
BaBLUEro Tepanuio pUTyKCMmMaoom.
[pu nosbiweHuUU ypo8HsI MOYEBUHbI, KpeamuHuHa, AJIT,

ACT, ITT, bunupybuHa 8biuie HOPMbI

< ponycTUTb NaHOBbIN NpYemM UMMYHOENPECCaHTOB;

= KOHCynbTauus B CneuuanvM3npoBaHHOM peBMaTonoru-
YeCKOM OTAENEHUN, VHULMUMPOBABLLEM Tepanuio pu-
TyKCmabowm;

= B0300HOBNEHWE nNpuemMa UMMYHOAENPECCAHTOB MO-
Crne Hopmanusauuu nokasartenem.
B cnyqyae kamapanbHbix seneHul, nuxopadku:

= MNpoNyCTUTb MMAHOBLIA NPUEM WMMYyHOAENpPec-
CaHTOB;

= KOHCynbTauus B CneuuanvM3npoBaHHOM peBMaTonoru-
YECKOM OTAENEHUN, VHULUMPOBABLLEM Tepanuio pu-
TykcMMabowm;

= KT nerkux Ons UCKMIOYEHWUS WHTepcTULManbHon (atu-
MUYHOWM) NHEBMOHWMM (Ha paHHeM 3Tane NpoTeKaeT, Kak
npaeuno, 6eCcCMMNTOMHO, C MOCrneaylWwuM pasBUTUEM
ObIXaTENbHON HEAOCTAaTOYHOCTH);

= HasHayeHwue Ko-TpMMoKcasona + TpUMeTonpumM B 103e
15 mr/kr B cyT, KnaputpoMuumHa B 4o3e 15 Mr/kr B cyT,
uedTpuakcoHa B fose 50-100 Mr/kr B CYyT BHYTPUMbI-
LUEYHO UMW BHYTPUBEHHO;

= CpoyHas rocnutanu3auus B AEeTCKoe peBMaTtosiornye-
ckoe oTaeneHue enepanbHOro LeHTpa, UHULMMPO-
BaBLLErO TEPANUI0 PUTYKCMaOOM.

NMOKA3AHUA K TENEMEOULUUHCKUAM
KOHCYINbTALUAM

1. OueHka nokasaHWn Ans rocnuTanu3auuu nauueHTa
B peBMaTonornyeckoe oTAeneHue deaepanbHOro
LeHTpa.

2. KoHcynbTaumst TsSKenbIX NaLMEHTOB ANt pelleHus BO-
npoca 0 HeobxoaMMOCTM M Ge30nacHOCT TpaHCMop-
TMPOBKM 6OMBHOIO B (hefepasbHbIl LIEHTP.

3. KoHcynbTaumsi naumeHToB ©e3 yCTaHOBMEHHOMO Aua-
rHO3a C MOAO3PEHNEM Ha HOBEHWIIbHBIA AepMaTononu-
MUO3WT.

4. KoHcynbTaums HeTpaHcnopTtabenbHbix 60rbHbIX A5
peLleHunsi Bonpoca O ANarHOCTUKE 1 NEYeHUN.

99




PEBMATUYECKUE BEONE3HU Y OETEU

5. KoHcynbrauus ans pelueHus Bonpoca 06 vHuumauum
Tepanun WBI npn HeahdeKTBHOCTM Tepanum UMMYy-
HoZenpeccaHTamu B TedeHue 3 MecsLeB.

6. KoHcynbTaumsa gns pelleHust Bonpoca O nepekriode-
Hun Ha apyrou T'UBIT npu HeadhdekTMBHOCTH Tepanum
MBI B TeyeHne 3 mecsiLieB.

7. Koppekuusa Tepanuum npu HenepeHoCuMocT NpoTu-
BOpEeBMaTMYECKNX NpenapaTos.

8. KoHcynbraums G0MbHbIX, HyXXAalLWMXCS B nannuaTme-
HOW MEeANLIMHCKOW MOMOLLIN.

NMPOPUITAKTUKA

lMepsu4Hasi npogunakmuka He paspabotaHa, no-

CKOIbKY 3TMOMOrNs OKOHYaTENbHO He yCTaHOBMEHa.
Bmopuy4Hasa npoghunakmuka BKMOYAET KOMMMEKC

MEeponpusATWNA, HanpaBMEHHbIX Ha NpPeaoTBpalleHne pe-

LUuanBoB 3aboneBaHus:

= [yucrnaHcepHoe HabnoaeHue;

= [nuTenbHOe NpoBefdeHVe NoAAepXuBaloWwen Tepa-
nuu, pa3paboTaHHOW C y4eTOM MHAMBMAYANbHBIX OCO-
BeHHOCTEN NaumeHTa v BapuaHTa 6onesHu;

= OCTOSHHbIA KOHTPOSb 6e30nMacHOCT NPOBOAUMOTO
neyeHns 1 Npu HeobXoaNMOCTH ero KOppeKLms;

= obecneyeHne OxpaHMTENbHOTO pexunma (orpaHunye-
HMe NCUXOIMOLMOHANbHBIX N (PU3NYECKUX Harpys3oK,
npn HeobxoanmocTn obyveHue geteit Ha AoMy, Mo-
celleHue LWKONbl NNLWb NpYU NONYyYeHUU CTOMKOWN

KNMHUKO-NabopaTopHOM peMUCCUN, orpaHnveHmne
KOHTaKTOB AJ151 YMEHbLUEHNS pUCKa pa3BUTUS MHAEK-
LIMOHHbIX 3aboneBaHuin);

= MpefoxpaHeHne OT MHCONAUMKM (MCMonb30BaHWe COSH-
Lie3alnTHbIX KPEMOB, HOLLEHWE OAEX[Apbl, MaKCUManbHO
3aKpblBatoLLEeli KOXY, FONOBHbIX YOOPOB € NonsmMm, OTka3
OT NOE3A0K B PETMOHbI C BEICOKUM YPOBHEM MHCOMSALMM);

< WCKoYeHne npuMmeHennsa YOO;

= BBeJeHVWe ramma-rnobynuHa OCyLLeCTBMSETCH TOMbKO
npy abCconTHLIX NOKa3aHUSIX.

ncxoabl UMPOIrHO3

MporHo3 npu KOJM meHee OGnaronpusiTeH, 4em npwu
AepmaTomunosnTte y B3pochnbix. [Mpyn cBOEBpeMEHHO Ha-
YaTOM M afeKBaTHO MPOBOAMMOM NeYeHun Yy GOnbLUNH-
cTBa 60NbHbIX yAaeTcs AOCTUYb CTOMKON KMAMHUKO-Na-
©opaTtopHoli pemuccumn. Xyawmnn nporHo3 Habnwoaatot
y geten, 3aboneBwrx B paHHeEM Bo3pacTe, a Takxke y
GonbHbIX C TxenbiM nopaxenmem XKT, nerkmx. B no-
crefHve Jecatunetns Tskenas yHKUMOHanNbHas He-
fgocTatoyHocTb npu KOOM pa3suBaeTca He Gonee 4yem B
5% cnyyaeB, a gons netanbHbiX UCXOAOB konebnetcs B
npegenax 1,5-10,0%. MNaTuneTHAsS BbKMBAEMOCTb MOCKe
YCTaHOBIEHNA [AMarHo3a coctaBnseT B cpegHeM > 90%.
NeTanbHbIN NCXOA OTMEYaT NPEVMYLLECTBEHHO B Mnep-
Bble roabl 601e3Hn Ha OHE BbICOKOM aKTUBHOCTM NPO-
Llecca 1 Npu KPU30BOM TEYEHUU.
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METOOONOINMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue MeToAOB, UCMONb30BaHHbIX AN OLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow ©a3on ans pekomeHgauuni SBNSOTCA
nybnukauum, Bowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe AN OLLEHKU KayecTBa
M CUNbl AOKa3aTenbCTB:
= KoHCeHcyC 3KCnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTogbl, ucnonb3oBaHHble AJISl aHanNU3a AoKasa-
TenbCTB:
= (O630pbl 0Ny6IMKOBaHHBIX METaaHanM3oB
< Cuctematnyeckne o0630pbl ¢ Tabnuuamu gokasa-
TENbCTB.

OnucaHve mMeToAOB, UCMOMb30BaHHLIX AN aHanu-
3a oKasaTenbcTB

Mpn oTbope nybrmkaumi Kak noTeHuManbHbIX WUC-
TOYHMKOB [0Ka3aTeNbCTB NCMOMb30BaHHas B KaX4oM MC-
CnegoBaHUM MeTOdOMOrMs U3yvaetcs Ans TOro, YToObl
ybeanTbCs B €e BanuaHOCTU. PesynbTaTt n3yyeHns BnusieT
Ha ypoBeHb [oKasaTenbCTB, NMpuUcBavBaeMbli Mybnuvka-
LMK, YTO B CBOIO 04epedb BMMSET Ha CUIy peKoMeHaauun.

Ona MMHUMM3auMM NOTEHUManbHbIX OLWMOOK Kax-
[l0e uccnefoBaHne OLeHNBanocb Hesaesncumo. Jliobble
pasnuuna B oueHkax obCcyXAaanucb BCen rpynnomu
aBTOPOB B MOSIHOM cocTaBe. [py HEBO3MOXHOCTU [0-
CTUXXEHUSI KOHCEHCyca NpuBreKancs He3aBUCUMbIi
3KcnepT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLui.

MeToakl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomeHaauum
= KoHceHcyc akcnepToB.

UHpukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKM
(Good Practice Points, GPPs)

PekomeHgyemas gobpokayecTBeHHas npaktuka 6asu-
pyeTcs Ha KIIMHUYECKOM OnblTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunmn.

JKoHOMMYECKUI aHanus3
AHanus cToMmocTV He npoBoauncs 1 nybnukauum no
hapMako3KOHOMIMKE He aHanM3MpoBasUCh.

MeTtop Banuausaumm pekoMmeHpaLmm
= BHeluHss akcnepTHas oueHka.
= BHyTpeHHsIA aKcnepTHas OLeHKa.

OnucaHue MeToAa BanvMamM3auum pekomMmeHaauum

HacTtosiwme pekomeHgauum B npeaBapuTenbHON
Bepcun ObinNn peLeH3npoBaHbl HE3aBUCUMbIMU JKC-
nepTtamu, KOTOpbIX MPEeXAe BCEro MpoCurnv npoKoMm-
MEHTMPOBATb, HACKOMNbKO AOCTYMNHa ANA NOHUMaHWS
WMHTepnpeTauns gokasaTenscTB, fnexauias B OCHOBE
pekoMeHaauunn.

OT Bpayen NepBMYHOrO 3BEHa — AETCKMX peBMaTo-
NOroB — nonyyeHbl KOMMEHTapuM B OTHOLLEHWU OOXOA-
YMBOCTU U3NOXEHUSA JAHHbIX PEKOMEHOAUWNA, a Takxke
MX OLIEHKa BaXXHOCTW NpeanaraeMblX pekoMeHaaunn Kak
MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKN.

Bce KoMMeHTapuu, MosyyYeHHble OT 3KCMepToB, TLUa-
TeNIbHO CMCTEMaTM3MpOBanNMCb WM obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaummn). Kaxgpin
NyHKT 06Cyxaancs B OT4eNbHOCTY.

KoHcynbTaums 1 akcnepTHas oLeHKa

MpoekT pekomeHgauun Gbin peLeH3MpoBaH He3aBu-
CMMbIMM 3KCNepTamu, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATb [0XOAYMBOCTb M TOYHOCTb MHTEP-
npetauum [okasatenbHoW 6asbl, nexalen B OCHOBE pe-
KoMeHgauun.

Pabouas rpynna

[nsi okoHYaTenbHOW pefakunm U KOHTPOns kade-
CTBa pekoMeHZaumMu Bbinu NOBTOPHO MpoaHanuanpo-
BaHbl YneHamu paboyeit rpynnel, KOTOpPblE MPULLK
K 3aKIYEHU0, YTO BCE 3aMeYaHUsi U KOMMEHTapum
3KCMEPTOB NPUHATLI BO BHAMaHWE, PUCK cucTemMaTmye-
CKMX OLWMBOK Npu paspaboTke pekoMeHaaUWUn cBeaeH
K MUHUMYMY.

OcHOBHble pekoMeHAauun

[ns noaTBepXAEHUS YPOBHSA [OKa3aTEMbHOCTU W
CUnbl PEKOMEHAALMIA  MCMOSb30BANMCh CreaytoLlme Kpu-
Tepun (1abn. 1, 2).
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Tabnuua 1. YpoBHM [oKa3aTeNlbCTB B COOTBETCTBUM C MEXAYHAPOAHLIMI KPUTEPUAMU

Kateropus | JokasarenbcTBa

1A MeTaaHanu3 paH4OMM3MPOBAHHbLIX KOHTPONMPYEMbIX NCCELOBaHNUI

1B Mo kpanHen mepe 1 paHOOMU3NPOBAHHOE KOHTPONMPYEMOE NCCNeAoBaHNe

2A Mo MeHbLLeln Mepe 1 KOHTPONMpPYeEMOe uccrnefoBaHne 6e3 paHgommusaunm

2B Mo kpanHen mepe 1 KBa3MaKcneprMeHTanbHoe nccnegoBaHme

3 OnucaTenbHble UCCNEAOBaAHNS, Takne Kak CpaBHMTeNbHbIE UCCNEAOBaHNS, KOPPENALNOHHbIE
nccneaoBaHus UNu uccnegoBaHUsa Criydam-KOHTPOnb

4 OT4YeT 3KCNEPTHOrO KOMUTETA UM MHEHME /UM KIMTUHUYECKUIA OMbIT U3BECTHBIX CMEeLManmcToB

Tabnuua 2. Cuna pekomeHgaumm

YpoBeHb | OcHoBaHus

A YpoBeHb foka3aTenbcTea 1
B YpoBeHb fokasaTensCTBa 2 Unu 3KCTPanonMpoBaHHble PEKOMEHAALMN YPOBHS JokasaTtenbcraa 1
c YpoBeHb AokasaTenbCTBa 3 Unu 3KCTPanonMpoBaHHbIE PEKOMEHAaLNN YPOBHEN
nokasatenscrea 1 unu 2
D YpoBeHb fokasaTenbCTBa 4 Unu 3KCTPanonmMpoBaHHbIE PeKOMEHAaLNN YPOBHEN
[lokasaTenbcTBa 2 mnn 3
ONPEQENEHUE IATUONOrna N NATOreHE3
Hecneuudunyeckuin aoptoaptepumt — OeCTPYKTUB- OTtnonorms 3abonesaHus He yctaHoBneHa. Cpegu

HO-MPOAYKTVBHBIN CerMeHTapHbli aopTuT K cybaopTarnb-
HbI NaHapTepuuT BoraTbiX 3NacTMYECKUMU BOSTIOKHAMM
apTepuin ¢ BO3MOXHbIM MOPaxXeHWeM KOPOHapPHbIX U
NeroyHbIX BeTBEN. XapaktepusyeTcs Hecrneumpuyiecknm
NMPOAYKTUBHLIM BOCNaneHWeM CTEHOK aopThl, €e BETBEW
C obnuTepaumen nx ycTbeB, a TakXe KPYMHbIX apTepun
MbILLIEYHOrO TUMa.

CuHoHMMBI: apTepunT Takascy, bonesHb Takascy, 60-
J1e3Hb OTCYTCTBUA NyrnbcCa.

Koa no MKB-10
M31.4 CuHgpom ayrn aopTbl (Takasicy).

aAnNnaeMmmonorua

BonesHb BCTpeyaeTcs BO BCeX CTpaHax Mypa, Yalle Ha-
6nopaeTcs B cTpaHax Asun. 3abonesaemocTb konebnercs
ot 1,2 po 6,3 Ha 1 mnH Hacenenus. Hecneundumyeckum
aopToapTepumToM GONelT NPeMMyLLECTBEHHO MWL XKEeH-
ckoro nona B Bo3pacTe oT 11 1o 30 ner.

Y peten anuaeMmuonornyeckme ocobeHHOCTU U3-
y4YyeHbl HepjocTaToyHo. B GonblumHcTBE  HabntogeHui
nepBble CUMMNTOMbI ©onesHun nosABNATCA B BO3pacTe
8-12 net, HO BO3MOXHO Hayano 60ne3Hn 1 B OOLLKONMb-
HoM Bo3pacTe. CoOTHOLWeEHNE Mexay 3aboneBwnmu
Mane4MKkaMmuM u geBoYKaMu B BO3pacTe cTaplie 7 net
CXOAHO C TakoBbIM Y B3pOCHbIX M cocTaBnseTr 1:7,5-9. B
BO3pacTe A0 7 NeT AeBOYKM U Manbumku GonewTt ogu-
HaKOBO 4acTo.
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BO3MOXHbIX MPUYMH 06CYyx4alT ponb GakTepuansbHOM
(B yacTHocTM Tybepkynesa) U BUPYCHOW MHEKUMK, fe-
KapCTBEHHOM HenepeHocuMocTn. WmeroTcs ceegeHus o
reHeTM4ecKkor nNpeapacnonoXeHHOCTH, YTO WAMIOCTPU-
pyeTcst pa3sutueM GOnesHu y oAHOANLeBbIX Onu3HeLoB
n ceaAsblo ¢ HLA Bw52, Dwl12, DR2 n DQw (B SinOHCKOW
nonynsauum).

B natoreHese 3aboneBaHus 6GonbllOe 3HaYeHUe OT-
BOAAT ayTOUMMYHHbIM ~ MexaHuamam. B nartonormyeckui
NpoLecc BOBMEKAOTCA vasa vasorum, meava v afBeHTu-
Lms aopThl U KPYMHbIX KPOBEHOCHBIX COCYAoB B 06racTu
NX YCTbS UNN NPOKCUMarbHbIX OTAENOB. MNpn MUKpO-
CKOMWUYECKOM WUCCINedOBaHNN BbISBASAOT MyKOMAHOE Ha-
ByxaHve, PUBPUHOUAHBIN HEKPO3, MHUILTPATUBHO-MPO-
nudepaTMBHYIO KNETOYHYI peakumio U CKNepo3 CTEHOK
NOpaxeHHbIX OTAENOB COCYAUCTOM CUCTEMBI C Xapak-
TEPHOW KapTUHOW CEerMeHTapHOro OeCTPYKTUBHOrO, Ae-
CTPYKTUBHO-NponudgepaTMBHoro 1 cubponnactmyeckoro
naHaopTuTa u naHaptepumuta. [ecTpykums anactm4yeckoro
Kapkaca MOXeT NpuBecTn K JOPMMPOBaHMIO aHEBPU3M, a
TpombBoBackynuT 1 gedopmaums npoceeTa cocyaoB — K
apTepuanbHON OKKIO3WUKU, YTO KITMHWUYECKM NposiBnseTcs
MIEMWNYECKUMW PacCTPOMCTBAMM N CUHAPOMOM acumme-
TPUW MM OTCYTCTBKSA MynbCa.

KNACCUDUKALNA

Mo nokanusauum nopaxeHus pasnuyarT 5 TMNoB He-
cneumduyeckoro aoptoaptepumta (Takayasu Conference,
1994):
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< | TMn— gyra aopTbl U OTXOASLLME OT HEE apTepun.

= |la TN — BoCXOAAWMIA OTAEN, Ayra aopTbl U €€ BETBMW.

= |lb Tn — BocxoaawWwwmi oTAEn, Ayra aopThl U ee BETBM,
HUCXOOALWNIA TPYAHON OTAenN.

< |l TMN — HUCXOAAWMIA TPYAHOW, OPHOLHON OTAENMbI
aopThbl N/UNK NoYeYHas apTepun.

< |V Tun — OpHOLLIHONM OTAEN a0PTbl /UM MOYEYHbIE
apTepun.

= V TuUn— cMeLlaHHbIn BapuaHT Tinos Ilb u V.

KNMUHUYECKAA KAPTUHA

KnnHnyeckas cumnTomaTtmka 3aBMCcuUT OT JloKanu-
3auun nopaxeHus cocynos (Tabn. 3). B knuMHu4eckon
KapTMHe Hecneundunyeckoro aopToaptepunTa Bblgens-
0T 2 hasbl.

Ocmpasi (cucmemHasi, npecmeHomuy4eckasi) ¢pasa
xapaktepuayeTcs HecneumduyeckumMm npusHakamm cu-
CTEMHOr0 BOCMAneHns 1 OTCYTCTBMEM MPU3HAKOB ULLe-
MUK N OKKMO3MM cocypoB. Y 65% nauneHToB aoptoapTe-
punT 0eBIOTUPYET OCTPO C CUCTEMHBIMU MPOSBIIEHUSIMU.
MNpogomxaeTcs OT HECKONbKUX HedeNb A0 HEeCKOMNbKUX
MecsLeB.

OTtmevatoTca cybdebpunuter MnmM HEMOTUBUPOBAH-
Hble ebpunbHble «CBEYW»; MOTepss Macchl Tena, ronoBs-
Hble 6onu, apTpanrim, Muanrum; cbinb (y3noartas apu-
Tema, raHrpeHo3Hasi Nuogepmust); apTpuT; MUOKaPAMUT,
BbI3bIBAOLNIA CEPAEYHYIO HELOCTATOYHOCTb (+ apTepu-
anbHas rMNepTeH3ns); UMM BanbBYUT C MOPaXXeHUem
MUTPanbHOIO /NN aopTanbHOrO knanaHa; WHgapKT
Muokapaa; aptepuanbHas rMnepTeH3nst; CKIIOHHOCTb K
Tpomb0o3am. Bo3moxHbI y3noBaTtas aputemMa unm remop-
parmm Ha Koxe.

XpoHuyeckasi (cmeHomu4yeckasi) ¢ha3za xapakrepu-
3yeTcs NosIBIEHMEM MPU3HAKOB OKKI3MN COCYO0B U
nwemun. MNpoTtekaeT ¢ obocTpeHnsMn mnm 6e3 Hux. Pas-
BMBAETCS 4YaCTM4Hasi KOMMEeHcauusi KpOBOTOKA 3a cyeT
KonnaTtepanbHOro KpoBooGpaLLeHus.

OTmevaeTca acMMMETPUS UN OTCYTCTBUE NyIb-
ca u A[l; cuctemMHasi runepTeH3ns; ayckynbTaTUBHbIE
noKanbHble COCcyAuCTbie LYMbl Hag apTepusimu; cep-
JeYyHas HefoCTaTOYHOCTb; foKanu3oBaHHble 6onb npu
nanbnauun nopaxeHHblX apTepuin; nepemexatollas-
CSl XpOMOTa; KOpOHapHasi CTeHOKapausi; Me3eHTepu-
anbHas CTeHoKapaus, xapakTepuayiowasca 6onbto B
XunBOTe, Anapeen Ha doHe Manbabcopbunn; peumnaun-
BMpyloLWne GONu 3a rpyanHON, CBSI3aHHblE C Nopaxe-
HWeM rpyaHOro oTAena aopThl UMM NEroYHON apTepum;
NlerovyHaa runepTeH3nd.

Mopaxenune LIHC

fABnseTcs CNeAcTBMEM MLIEMUU U apTepuansHOn rm-
nepteHsun. posBnseTcs ronoBOKPY>KEHWEM, TOfIOBHOW
6onbto; cygoporaMmu, TPaH3UTOPHBIMU ULIEMUYECKUMU
atakamu; MHCYIbTOM.

MopaxeHune opraHa 3peHus

Pa3BuBaeTcqd gunnonus, He4yeTKoe 3peHne, amaBs-
po3, BbinageHue nonei 3peHus. Mpu GyHOOCKONMM Bbl-
ABNSATCA KPOBOU3MUSHUS B CeTYaTKy, MMKPOaHEBPU3-
Mbl NepUEpPUYECKoN ceTyaTkn, aTpodus 3puTenbHOIO
HepBa.

MopaxeHue no4ek

OTmeyvaeTcs noveyHas rmnepTeHsus (CTEHO3 noyeud-
HOM apTepun) C MopaKeHUem KInyobo4KoB; pa3BuTune
XPOHUYECKOW MOYEYHON HeOOCTaTOYHOCTU, aMUIiou-
po3sa. [NopaxeHne novYek MOXeT npoTekaTb Mo Tuny
IgA-Hedponatnm, membpaHonponudepaTBHOMO roMe-
pynoHedputa (FH), cepnoBugHoro NH nnn mesaHrno-
nponudepartmsHoro M.

TEYEHME

TeueHre HecneundUYECcKoro aopToapTepunTa XpPOHU-
Yeckoe, C PEMUCCUSIMU U peLnanBaMu.

Tabnuua 3. Jlokanusaums aopToaptepumTa 1 KNIUHUYECKNE CUHOPOMbI

INokanusauus naTonorn4yecKoro
npouecca

KnuHunyeckue CUMHAPOMBbI

MoaknioumnyHble, nreyesble,

CI/IHL],pOM acMMMETPUM 1N OTCYTCTBUA NMynbCa. [MaTonornyeckune
COCyauUCTblE LWYMbl. Bonu npu Harpyske B ofHOW unu obemnx pyKkax

6e,u,peHHb|e, NOoJKOINeHHble apTepun MK Horax C owlyuweHnem ycTarioCctn M OHeEMEHUA NanbLeB. CVIHJJ,pOM

nepeme»(alou.l,eﬁc;l XPOMOTbI

FonoBHas 6onb. YXydLeHve 3peHnsi, peTuHonaTus. HapyLueHve Mo3roBoro
KpoBOOOpalLeHus

CocyauncTbiii LyM Hag CoOHHbIMU apTepusmu. OBMOPOKKM, HapyLleHue
MO3roBOro KpoBoOGpaLLeHUs

CoHHble apTepun

JleroyHble aprtepun JleroyHas rmnepTeH3na

[MoyeyHble aptepun MoyeyHas rmnepTeH3nd

UpeBHasi, Me3eHTepuanbHas apTepumn | Bonb B xuBOTe, pBOTa, AVapest
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OCJTIOXXHEHUA

= CeppaeyHo-cocyamctas cuctema: MHCYIbT, MHGapKT MuU-
okapga, cepaedHas He4oCTaTOMHOCTb, paccnoeHune
aHeBpPW3Mbl a0pTbI.

« XpoHuyeckas noveyHas HegoCTaTOMHOCTb.

« AMuUnonaos.

AUWATHOCTUKA

INNaGopaTopHblie uccnepoBaHus

KnuHu4eckuii aHanu3 Kposu. yMepeHHasi aHemus,
HENTPOGUNbHBIA  NENKOUMUTO3, TPOMOOLMTO3, yBENNYE-
Hne CO3 (50-70 mMm/4).

Buoxumuyeckue u ummyHonoauyeckue ucciedosa-
HUS KpoeuU: B OCTPO/ (pa3e — NOBbILLIEHNE KOHLIEHTPaLMK
CPB, nonoxuTenbHbIn  pesynsTaT TecTa Ha aHTuTena K
KapAMONUMUHY; NOBbILLIEHNE KOHLEHTPALUMA OCTaTOMHOIO
asoTa n Kanus (B crnyyae NOYeYHOW HeLOCTaTOMHOCTH),
NOBbLILIEHNE YPOBHS TpaHCamuHas, rmnoanboymMuHemMus,
NONMKNOHanbHas rmneprinodynmHemus.

MHcTpyMeHTanbHbIe uccregoBaHus

9xoKI, Y3-donnnepozpaghussi u OynynekcHoe CKaHU-
poeaHue: BbiISIBNIEH/E aHEBPU3M, YTOMLLEHUS CTEHOK CO-
Cydo0B, CTEHO30B, TPOMOOB, HapyweHun (QyHKLMKU cepaua,
AunaTauuu oTAenoB cepaua.

KT opzaHoe e2pydHoli u 6prowHol nosocmu, 20108k,
KT-aHeuozpachusi cocydos: n3meHeHne pa3mepoB opra-
HOB, MMOTHOCTW NapeHXUMbl MPU HapPYLLUEHUN KPOBOTOKA,
CY)XEHME COCY[O0B, YTONLIEHNE CTEHOK COCYAOB, CTEHO3bI,
TPOMObI.

PeHmaeHOKOHMpacmHasa aHauo2paghusi: BbiSBMNEHNE
aHeBpU3M, CTEHO30B, TPOMOOB; YTOMLLIEHNE CTEHOK CO-
CyOOB.

KPUTEPUU OUATHOCTUKU

[narHo3 Hecneunduyeckoro aopTtoapTepuuta ycrta-
HaBnMBaeTCs Ha OCHOBaHMK kpuTepueB EBponeiickon
nurn npotuB pesBmMatuama (EULAR), MexagyHapoaHon
neanaTpyuyeckon pPeBMaToforMyeckon OpraHusaummn no
KnuHundeckum uccnegosanusam (PRINTO) n EBponerickoro
obecta getckux pesmatonoros (PreS), 2010 (tabn. 4).

AupgpeperyuanbHbili QuacHo3 HeobX0OMMO MPOBO-
OAUTb CO CrieaytoLwymMm 3a6oneBaHUsMu:

= OCTpasi peBMaTuyeckas nmxopaaka;
« CKB;

< 6onesHb LLleHnenHa—leHoxa;

« y3enKOBbIN NONMaPTEPUNT;

© [OBEHWMbHbIA AMONATUYECKUA apTPUT;

= CepoHeraTBHblE CMIOHAMNOAPTPUTHI;

= 0GonesHb bexyera;

= BpOXAEHHas NaTonorus MarucTpanbHbIX COCYA0B;
= DakTepuanbHblii SHOOKAPANT;

= cenTuuemus;

= TYybepkynes;

= capkougos;

= cudunuc;

- BWY;

= DBoppennos;

= Opyuennes;

-

cuHgpom bnay.

Ta6nuua 4. [lnarHocTuyeckne KpUtepun Hecrneunguyeckoro aoptoaptepunTa y aetei

(EULAR/PRINTO/PReS, 2010)

Kputepun OnpepeneHue

1. CuHgpom oTCyTCTBUSA MyrbCa

ACI/IMMeTpVIﬂ nynbCa Ha KOHEYHOCTAX, OTCYyTCTBUE
nynbca Ha 1vnn 2 JIy4eBbIX NN OApYyrnx apTepuax

2. HecootBeTcTBMe apTepuanbHOro AaslieHUndA

PasHuua cuctonunyeckoro A[l Ha npaBow 1 NeBon
KOHe4HoCcTH > 10 MM pT.CT.

3. Matonornyeckne cocyaucTble LYyMbI

MpyOble WyMbl, onpeaensemblie Npuv ayckynstaumm Hag
COHHbIMU, NOAKIIOYMYHBIMUY, GeApPEHHBIMU apTepusaMm,
OptoLLHO aopToMn

4.CuHOpOM apTepuanbHoi rmnepTeH3nn

Pa3BuTune ctonkoro nosbiweHns Afl > 95-ro nepueHTMNA
no pocTy

5. YBenunyeHne COJ

Crowikoe nobilweHne CO3 > 20 MM/4 UM KOHUEHTPaLUMs
CPB Bblle HOpMbI

[unarHo3 Hecneuuduyeckoro aopToaptTepuuTa ycTaHaBNUBAKOT NPU aHrMorpadhuyeckoM NOATBEPXKAEHUM
naToniornm aopThl: aHeBpU3mal/gunarauus, cTeHO3bl, OKKIIH03UA UM UCTOHYEHME CTEHKU aopThl,
€e rMaBHbIX BETBEW UM NErovHbIX apTepui (NP1 UCKIKYEHUN APYTUX NMPUYMH NOBPEXAEHUSA)
B coyeTaHuu ¢ 1 u3 5 nepeyncrieHHbIX KpuTepueB
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NMPUMEPbI OUATHO30B

= [Ipumep Ne 1. Hecneuunduyecknn aoptoapTepumT,
| TN (NopaxkeHne Ayrv aopTbl U NEBOW COHHOWM apTe-
pum), octpast asa.

= [Ipumep Ne 2. Hecneundguyeckuin aoptoapTepunT,
IV TMn (nopakeHwne GpIOLIHOro oTAena aopTbl U MO-
YeyHbIX apTepuin), XpoHudeckas asa. XpoHuyeckas
noYeyHast HeOCTaTOYHOCTb.

NEYEHME

HemeaoukameHTO3HOE neyeHme

Pexxum. B nepvogbl 060CcTpeHus 3abonesaHus crie-
AyeT orpaHuuMBaTh ABUraTenbHbIn pexum pebexka. Mc-
KIMIOYNTb NCUXO3IMOLMOHATbHbIE Harpysku, npebbiBaHne
Ha corHue.

Huema. Y 6onbHbIX C cMHAPOMOM KylivHra Lienecoo-
OpasHo orpaHuyeHne noTpebneHus yrneBodoB U XMUPOB,
npeanoutuTensHa 6GenkoBas Averta. Ynotpebnewue npo-
[YKTOB C MOBbILLIEHHbIM COAEePXaHNeM KanbLus U BUTaMu-
Ha D gnsa npodunaktvku ocTeonoposa.

JleyebHas ¢puskynbmypa. JledebHyto puskynsTypy
MPOBOAAT B COOTBETCTBUM C UHAMBMAYANbHBIMA BO3MOX-
HOCTSIMM BONBHOrO.

MeaukameHTO3HOeE fnevyeHue

[ns uHdykyuu pemuccuu (3-6 Mec) NpUMeHsIOT rped-
HU30J10H (yposeHb 0okasamenbHocmu 3, ypo8eHb PEKO-
meHOayuu C) per 0SB fo3e 1-2 MI/Kr B CyT B TeveHue 4 Hef,
C nocneayLmnmM cHxeHnem [o3bl 4o 0,3-0,7 mr/kr B cyT
B TeueHune 6-8 Hep.

lMpveM npedHM3onoHa per 0S CoYeTarT C MNyrbC-
Tepanuen mMemunnpedHU3010HOM (yposeHb AoKasamesib-
Hocmu 3, yposeHb pekomeHOayuu C) B gose 20-30 mr/ kr
Ha BBedeHWe B TeyeHue 3 nocrnefoBaTteflbHbIX OHEN B
codeTaHun ¢ mMemompekcamom (yposeHb Ooka3amersib-
Hocmu 2B, yposeHs pexomerdauuu B) B mose 15 mr/m?
(0,5-1 mr/ kr) Ha BBefeHVne 1 pa3 B Hef unn yuknogoc-
gamudom (yposeHb QokaszamesibHocmu 3, ypoeeHb pe-
komeHOayuu C) per os B go3e 2,0 Mr/kr B CyT B Te4eHune
2-3 Mec unu nynbc-Tepanuen yuknogpocgpamudom (ypo-
8eHb 0okaszamenbHOoCMu 3, ypogeHb pekomeHOauyuu C) B
nose 0,5-0,75 mMr/mM? Ha BBefeHne 1 pas B 2 Hed, Unu B
Ao3e 500-1000 mr/m? (MakcumansHo 1,2 1) Ha BBeaeHue
1 pa3 B Mec B TeveHue 6 mec, unu B go3e 15 mr/kr (Makcu-
maneHo 1 r) Ha BBegeHve 1 pa3 B 2 Hef B TeyeHne 6 Hef
a 3aTeM kaxable 3 Hefd. [peanoyTUTENBHO BHYTPUBEHHOE
BBeAeHMe unknodgochammuaa.

lpu pechpakmepHOM me4YeHUU NPUMEHSIOT exe-
OHEBHbIN [OBYX00bEMHbLIN M11a3M00bMeH (yposeHb OOKa-
3amenbHocmu 3, yposeHb pekomeHOayuu C) B TeyeHne 5
unu 10 gHen, 8HYMpPUBEHHbIU UMMYHO2/100YUH (YpO8EHb
OokazamernbHocmu 3, yposeHb pekomeHdayuu C) B [ose
2 1/Kr Ha Kypc, reHHO-UHXeHepHble Buonornyeckne npe-
napatbl: pumykcumab (yposeHb 0okazamenbHocmu 3, ypo-
8eHb pekomeHdayuu C) BHYTPUBEHHO B Ao03e 375 Mr/ m?

Ha BBe[eHMe B TedeHue 4 nocrnegoBaTenbHbIX Hen unm
nHnnkeumab (yposeHb dokazamesibHOCMU 3, ypO8EHb pe-
komeHdAayuu C) BHYTPMBEHHO B f03€ 5 MI/KI Ha BBEAEHNE
2 pa3a B Mec.

Mpu msxenbix HapyweHuUsIX KPoeoobpaujeHusl, He-
KpomuyYyecKux U3MeHeHUSIX NMPUMEHSIIOT asnnpocmadurn
(yposeHb O0okazamesibHOCMU 4, ypO8eHb pekomMeHdayuu
D). MNpenapat HasHayalT B CyTo4HOM Ao3e 1-20 Hr/kr
B MWH, pa3geneHHon Ha 2 npuema. [Mpenapat BBOAUT-
CH TONbKO Yepes MHGy30MaT CO CKOPOCTbIO HE MeHee
50-75 mn/4 B TeyeHue He meHee 2 4. [AnuMTenbHOCTb
Tepanuu coctaenset 14 gHen, 3aTtem Jo3a npenapata
cHwxaeTcs 0o 3 Hr/ kr B yac. MiHdy3un npogomnxaioT B
TeyeHne 3 OHen, nocne 4Yero npenapart OTMeHsT. Bo
n3bexaHve pasBUTUS HexXenaTenbHbIX ABNEHU (peskoe
cHmxeHue All, akcTpacuctonusa, Taxu-, bpagvkapans)
BBEieHME npenapaTa NpoBOANTCS TOMbKO MPWU NMOCTOSIH-
HOM MOHUTOpUHre KT,

HuskomonekynsapHbie 2enapuHbl (yposeHb Ooka3amerib-
Hocmu 3, ypogseHb pekomeHOayuu C) BBOAST CTPOro noa-
KOXHO B go3e 65-85 ME/kr B cyt. B cnyyae Heobxoau-
MOCTU MPOBOAAT MOHWUTOPWHI MPOTUBOCBEPTLIBAKOLLEN
AKTVBHOCTU HWU3KOMOSEKYMSAPHBLIX FENapyHOB MO YPOBHIO
aHTn-Xa. 3abop 0bpasuoB KpOBM Ans 3TOro ocyLlecT-
BNSAOT Yepe3 3—4 4 nocne MHbEKUMMW, Korga AOoCTUraeTcs
MaKkcuMarnbHbI YPOBEHb aHTW-Xa aKkTMBHOCTW B MNna3me
KPOBW. YpoBeHb aHTU-Xa B Nnasme KpoBU [OMKEH ObITb
B npegenax 0,2-0,4 ME aHtn-Xa/mn. MakcumanbHbln  [o-
nyctumblid ypoBeHb 1,0-1,5 ME aHTu-Xa/mn.

MNMocne 3aBeplueHMs Tepanuy HU3KOMOSEKYMSPHLIMU
renapuHammn ¢ Lenbio nNpounakTukm TpoMBOoTUYECKNX
OCMNOXHEHWI NaUMeHTaM Ha3HavyalT aHMmMuKoazysiHmebl
Henpsamozo Oelicmeusi — 8apghapuH. [03y npenapaTta KOH-
TPOMMPYIOT MO YPOBHI MEXAYHAPOAHOro HOpManu3o-
BaHHOro otHoweHusi (MHO). PekomeHayemblii  kopuaop
MHO — 2,0-3,0.

Takke NPUMEHSIIOT auemuscanuyuiosyro Kucaomy B
nose 1-2 mr/kr 1 pa3 B cyT unu dunupudamorn B [O3e
2,5 Mr/kr 2 pasa B CyT.

Ansa noddepxaHusi pemuccuu (0T 24 mec oo 3 ner)
MPUMEHSIIOT rpedHuU3010H per 0s B fose 0,2-0,3 mr/kr B cyT
B COYETaHUM C MemompekcamoM (ypoeeHb Ookalamerib-
Hocmu 2B, yposeHb pekomeHOauyuu B) MOAKOXHO B A03€e
0,3-1,0 mr/kr Ha BBeaeHue (MakcumansHo 30-40 mr/ Hen)
1 pa3 B Hep. [ins nogaepaHns peMuccum Takxke npu-
MeHsIeTCs a3aTUOMNpPUH (yposeHb Ooka3amenbHocmu 1B,
ypoeeHb pekomeHAayuu A) per 0S B fose 2-3 Mr/ KI B CyT,
pexe — MukodeHonata mMopuTun (yposeHb dokazamerib-
Hocmu 3, yposeHb pekomerdayuu C) B fose 600 mr/m?
2 pasa B cyT. Takxe NPOAOIIKAIOT MPUEM per 0s aueTunca-
nMuunoBon kucnotel 1-2 mr/kr 1 pa3 B cyT Unv aunupu-
fJamona 2,5 mr/kr 2 pasa B CyT.

B cny4ae paseumusi cepbe3H020 060CmpeHuUsi Ha
doHe nogaepxuBawLen Tepanuu ONS MHAYKUUK pe-
MUCCUN MPOBOAAT OOHOKPATHOE BHYTPMBEHHOE BBede-
HUe uuknodocamuga B aose 750-1000 mr/m?, ecnm
npeaBapuTenbHO  ANS MHAOYKUMM PEMUCCHUM NPUMEHSNCS
umknogochamug per os. JleyeHue umknogochammaom
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co4YeTalrT C Nynbc-Tepanueit MeTUNPeaHU30NI0HOM B
no3e 30 mr/ kr (MakcumanbHO 1 r) BHYTPMBEHHO B Teye-
HWe 3 OHEeN N exedHeBHbIM ABYX0OBbEMHbIM Nnasmoobme-
HOM (yposeHb Ooka3amenibHocmu 1B, yposeHb pekomeHOa-
yuu A) B TeueHune 5 unu 10 gHew.

Takke Npyv 06OCTPEHUN NPUMEHSIOT BHYTPUBEHHBIN
UMMYHO2100yMuH Yesiogeka HOpMasbHbIU, COoOepXaliun
IgG, B gose 2 r/kr n Bl — pumykcumab (yposeHb OOKa-
3amenbHocmu 3, ypogeHb pekomeHdayuu C) UNn UHAUK-
cumab (yposeHb 0okazamesibHOCMU 3, YPOBEHb PEKOMEH-
dayuu C).

lMpu paseumuu nez2kux obocmpeHull u HecmoukKoul
pemuccuu LenecoobpasHo NepeknlyeHne Ha npenapa-
Tbl BTOPOM NUHUK (MUKOpeHonata MogeTus, LIMKIOCMOo-
PVH, MeTOTpeKcar).

Ana npocgunakmuku nHeeMoyuCMHOU MHE8MOHUU
y NaLMEeHTOB C NOPaXeHWEM Nerkux, a Takxke y feTen, no-
nyyalowmx yuknodocdamma n putykcumad, npuMeHsoT
Ko-mpumokca3on (yposeHb 0okazamesisHocmu 4, ypogeHb
pexkomerHOayuu D) B npocunaktuyeckon gose 5 mr/kr B
cyT 1 pa3 B oeHb.

[o3bl MMyHOAENpeccaHToB, MX NOBOYHbIE 3PdeKTh
npeacTasneHbl B Tabn. 5.

Xupypruyeckoe rieyeHue
MNpoBoasrT:

< npoTe3npoBaHnNe COCyaoB;

< LWYHTUPOBaHUE;

= 3HOApTepPIKTOMUS.

BEOEHUE NMALUMUEHTOB

1. Bcem getam — odopmneHue cratyca «pebeHOK-WH-
Banua».

2. OBy4yeHune Ha oMy NokasaHO AeTAM, NonyYarLmM
FMBIT.

3. Bo Bpems nocelleHns WKOMbl HE MoKasaHbl 3aHATUA
uskynbTypon B 0bLiew rpynne.

4. 3ansatua JIOK B ctagum pemuccumn 60nesHn co cnewm-

anncToMm, 3HaKOMbIM C 0COBEHHOCTAMM NaTONOrUN.

[MpoTrBOMNOKa3aHs.I:

BaKLMHaLMS,;

BBEJEHVE raMMa-rnobynuHa;

nHconaumsa (npebbiBaHne Ha COMHLUE);

CMeHa Knumara;

nepeoxnaxaeHue (B TOM Y1Crne KynaHue B BOLOEMAX);

usnyeckme n ncuxnyeckme TpaBmbl;

KOHTaKTbl C 4OMALLUHUMW XUBOTHBIMU;

neyeHne MMMyHOMOZYNATOpamMu.

OGy4eHue 6onbHOro

BonbHOM 1 ero poauTenu AOMMKHbI 3HaTb 00 OCHOB-
HbIX KIMHUYECKUX NpU3Hakax, Xapaktepe 3aboneBaHus,
(haktopax, nposouupytolmx oboctpeHne. OHU OOMKHbI
ObITb AeTanbHO MHOpPMMPOBaHbI 060 BCEX AOCTOMHCTBAX
1 nobouHblX 3ddekTax nekapcteeHHbix cpeacts (J1C), He-
obxoanmMocTun perynspHoro npuema npenapartos. Cnegy-
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€T UHCTPYKTMPOBATb OO0MbHbLIX O BAXHOCTU TLIATENBHOrO
perynsipHoro MOHMTOPUHIra NpoBoAMMOoN Tepanuu. [pu
nosiBNeHMn NoBoYHbIX 3PEKTOB NALMEHT OOIKEH 3HaTb
0 nocrnegoBaTeflbHOCTU CBOWUX AENCTBUIA (BPEMEHHOW OT-
meHe JIC n obpaweHun k Bpady). Heobxogumo obyyeHune
caMux NauMeHTOB U NX POAMTENel HaBblkaM eXeOHEBHbIX
TPEHUPOBOK, a TaKXKe YNpaXHeHUAM nevyebHon ur3kyIb-

TYpbl.

BeneHve nauMeHTOB B CTauMOHApPHbLIX YCNOBUAX
CneunanuampoBaHHas, B TOM YMCIEe BbICOKOTEXHO-

nornyHasi, NoOMOoLLb OKasblBaeTCs B AETCKOM pEBMaTono-

rMYecKOM OTAEeNeHUU MEeQMLUHCKON opraHu3auuu, rae
npeayCMOTPEHO Hanmume:

= OTAENeHWsl aHecTE3NONOrMM W peaHWMaTonorvn Wnu
6noka (nanatbl) peaHMaUnMM 1 UHTEHCYBHOW Tepanuu;

= WMMYHONOIM4eckon nabopaTopun C NPOTOYHBLIM Lin-

TocbnyopumeTpom 1 obopynoBaHuem Ans onpenene-

HUA MMMYHOSIOTMYECKMX MapKEpPOB PEBMATUYECKMX

bonesHen;

= OTAeneHus Ny4YeBOW AMArHOCTWKM, BKMOYast kabuHeT
MarHMTHO-PE30HAHCHOW W KOMMbIOTEPHOM TOMOrpa-
¢um c nporpammon Ans MccnefoBaHns CycTaBoB;

= 3HAOCKOMWUYECKOTO OTAENEHNS.

Momolb OkasbiBaeT Bpay-peBMaTosior, COOTBETCTBYHO-
wwun KeanudukaumoHHbiM TpeboBaHKAM K crieupnanuctam
C BbICLUMM M MOCMEBY30BCKMM MEAULMHCKUM U hapma-
LueBTMYeckum obpa3oBaHuem B cdepe 34paBoOOXpaHeHUs
Mo cneumanbHOCTU «peBmMatonorus» 6e3 npegbsBneHUs
TpeboBaHui K cTaxy pabotsl (Mpukas MuH3gpascoupas-
ButTUs Poccum ot 7 nona 2009 r. Ne 415H ¢ uameHeHnsamu,
BHECeHHbIMK npuka3om MuHsgpascoupassuTua Poccun
oT 26 gekabps 2011 r. Ne 1644H; Mpuka3 MuH3gpascoL-
pa3suTus Poccum ot 23 uons 2010 r. Ne 541H).

O6cnedosaHue U nedeHue rnayueHmos nposodumcs 6
coomeemcmeuu co cmaH0apmom crieyuanusuposaHHol, 8
m.Y. 8bICOKOMeXHOM02uYHol, MeduyuHckol nomowu 607s1b-
HbIM C CUCMEMHBIMU 8ackKynumamu 8 ycrioeusix cmauyuoHa-
pa unu OHeeHo20 cmayuoHapa:
= [eTaM C BbICOKON U CpefHel CTEeMneHbo akTUBHO-

cTM GonesHu crneumanu3vpoBaHHas MeAMLUMHCKas

MOMOLLb OKa3blBAETCS B YCMOBUSIX KPYrMOCYTOYHOIO

cTauuoHapa;

e [eTsIM C HU3KOW CTeMneHblo akTUBHOCTU U PEMUCCU-
en bonesHn cneuuanuaMpoBaHHass MeguuuHckast mno-
MOLLb OKa3blBaeTCs B YCMOBUSIX KPYINOCYTOYHOMO U
AHEBHOTO CTalMoHapa.

[podomxumenbHOCMb IEYEHUS NayueHma 8 cmauyuo-
Hape — 42 gHs.

lpodomkxumenbHOCMb Ie4YeHUs nayueHma 8 ycrosusix
0HesHO20 cmayuoHapa — 14 gHen.

BepeHue nauueHTa, nonyvarouwero npoTMBOpPEB-
MaTuyeckue npenaparbl, UMMyHOAENpeccaHTbl u/unu
rmen

Mo Hayana neyeHusi eceMm nayueHmam — npoBsege-
Hue peakuun MaHTy n KT rpygHOM KNeTkn ns UCKiode-
Hua Ty6epkynesa.




MokasaTtenb

Lunknococcpamug

Peros: 2-3 mr/kr 1 pa3 B cyT — 2-3 Mmec

Ta6nuua 5. [103bl, N0604HbIE 3hGPEKTHI MMMYHOAENPECCAHTOB. MOHUTOPUHI BOMbHbBIX

AszaTtuonpwvH MukodeHonata modeTnn

Peros: 0,5-2,5 mr/kr

MeTtoTpekcar

Per 0s unn NOLKOXHO:

KnuHnuecknn aHanms kposu — 1 pa3 B

KnnHuyecknin aHanms KpoBu —

KnuHuyecknin aHanms KpoBmu —
1 pa3 B 2 HeJ B TeYeHMe MepBbIX

03a 1pa3BcyT—BTedeHne 1roga | Peros: 600 mr/m? 2 pasa B CyT
A BHyTpueeHHo: 0,5-1,0 r/M? — exemecsiuHo P y A P y 10-15 mr/m? 1 pas B Hef,
nbonee
y MmnenoToKCMYHOCTb 1
JleikoneHuns N
y NHTEPCTULMANbHbIN
femopparMyeckuin UuCTuUT
[vcnencuyeckne sBneHns MHEBMOHMT (PUCK CHUXAETCA
Obpatumas anoneuuns Mwuenocynpeccus N
Mo6o4Hble [enaTOTOKCUYHOCTb npv npreme onneson
Bbecnnogue Octpas anapes
appekThl y Cbinb KNCNOTbI)
Jlenkemus, numdoma - ®nbpo3s nerkmx
JlenkoneHus O6paTumoe noBbILLEHNE
MNepexoaHo-kneTovHas kapumHoma
MOYEBOr0 Ny3bIps AIT, ACT
y3elp dunbpo3s neveHun
KymynaTtusHas He onucaHbl gns oHkonormm
He onucaHsbl He onucaHbl He onucaHbl
Tokcuyeckas gosa | 500 mr/kr ansg azoocnepmMmum
[o neveHns:

peHTreHorpadust unm
KT rpygHon knetku,
KIMHWUYECKNA aHann3 KpoBw,

L0T

10%n n/vnmn TpomBouuToB < 150 x 10%/n
femaTypus

ahexThl co cTopoHbl KKT

KnuHuueckun Hef BO Bpems Tepanuu (06bIMHO 2—3 Mec
A P P ( ) 1 pa3 BHep B Te4eHne 1 mec 2 Mec nevenus, 3atem 1 pas B mec| AT, ACT
MOHUTOPUHT OueHka (GyHKLMM NOYEK M NeYeHn 4o
neyveHus, 3atem 1 pas B 3 mec OcHoBHble nokasatenu ¢yHkUuum | Bo Bpemsi neyeHus:
Hayana neveHus, satem 1 pa3 B Mec N
nevyeHu 1 noyek 1 pas B Mec KIIMHUYECKNA aHanun3 KpoBw,
ANT, ACT —
1pasB2Hen
MosbiweHwue AT, ACT Bbiwe
pedepeHCHbIX 3HaYEH NI
CHu3nTb 103y [0 250-300 Mr/m>? . CHmxeHue yncna
. o CHwxeHve yucna HemTpounos o 9
npv NoYe4YHoOn UM NeYeHo4YHomn . 9 HenTtpodunos < 1,5 x 10%/n
BpemeHHas CHwmxeHune yncna HenTpodmnos | < 1,5 x 10°/n n/vnn
HeaoCcTaTo4MHOCTH 9 9 n/mnu Tpom6oumnTOoB < 150 %
oTMeHa u/unm . <1,5x10%n wu/vnun TpombouuTos < 150 x 10°/n 9
CHwmxeHune uncna Hentpopunos < 1,5 x 9 10%/n vnu Npy nx GeICTPOM
CHWXeHne 0o3bl TpomboumToB < 150 x 10°/n 3HauuTesnbHble NOBOYHbIE

CHUKEHUU
PasButue nHpekunin

[ncnencuyeckue SBneHns
(TowHoTa, pBOTA, ANApeS)
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PEBMATUYECKUE BEONE3HU Y OETEU

Bo epems neveHus.

fnayueHmam, fosyqawum ummyHoodenpeccaHmal, —
nposegeHune peakunm Manty n KT rpygHORn KneTku
1pasBrog;

nayueHmam, nonydarowum MBll, — nposegeHune pe-
akumn ManTy 1 KT rpyaHon kneTku 1 pa3 B 6 mecsiLes.
Anzopumm delicmeull npu ebisieieHUU my6epKy-

Jn1e3Hol uHghekyuu

I7pu 8bifA8JIEHUU T10J10XKUMeJIbHbIX myﬁepKyﬂUHOGbIX

npob (peakumst MaHTy: nanyna > 5 Mm):

HanpaBfeHWe Ha KOHCYNbTauui K Bpayy-hTm3vatpy
ANS pelleHWs Bonpoca O nposefeHuy [uackuHTecTa,
Ty6epKkynmHoBEIX NPo6 C pasBefeHneM, KBaHTUdepPO-
HOBOrO TECTA M Ha3Ha4YeHUn cneumduyeckon XMmmo-
Tepanuv Npy HanU4yMn NOKa3aHN.

[pu ebisienieHUU akmugHO20 MybepKyne3Ho20 npoyecca:
meToTtpekcaT n MBI oTMeHNTD;

HabntogeHue y pTnsmnaTpa;

nposegeHne cneumduyeckon NpoTuBoTybepKynes-
HOW XuMmnoTepanuu;

KOHCYNbTaLmMs Mo BOMPOCY KOPPEKLUMM NPOTUBOPEB-
MaTU4ecKoW Tepanuu B PEBMAaTONOrMYeckoMm oTaene-
HUW, UHALMMPOBABLUEM NeYyeHue UMMYHOAenpeccaH-
TOoM w/unn MBI,

B cnyyae mybepkynesHol uHgekyuu 6e3 oyaea:

MBI oTMEHNTD;

neyeHne MeTOTPeKCaToM B CTaHZApPTHOW O03€e Mpo-
JOTKNTb;

HabnogeHwe y ptmsmnatpa;

nposegeHne cneumduyeckon NpoTMBoTyb6epKynes-
HOW XMMUOTEpanuu B TeYeHne 3 Mecsues;

pelleHne Bomnpoca O Bo3oOHOBNeHUM Tepanuu MBI
NpUHUMaEeTCs B Cneunanu3MpoBaHHOM pPeBMaToso-
rMYecKoM CTauuoHape, MHULMUPOBABLLEM Tepanuio,
nocrne npoBefeHus Kypca crneumguyeckon XmmuoTe-
panuu n paspeLueHuns ruavatpa.

BepeHue naumeHTa, nonyyatouiero MHcnMkcumao
lMeped nposedeHuem uHgy3uu uHgnukcumaba:
KOHTPOMb KMMHWYECKOTO aHanu3a KpoBW: MPU CHUXeE-
HUWM Yncna NevkouMTOB, HEMTpodunoB, TpPOMOOLMTOB
WHDY3MI0 OTNOXUTL L0 HOpManu3auuu nokasartenem;
KOHTPOISb BUOXMMMYECKOrO aHanu3 Kposu (06Lwmi
6enok, 6enkoBble opakLnmM, MOYEBMHA, KPEATUHMH,
OunupyOuH, Kanun, HAaTPUI, MOHU3NPOBAHHbLIN Karb-
umia, ANT, ACT, I'TT, wenoyHas docdartasa): npu NoBbI-
weHun yposHa AMT, ACT, 6unupybuHa, kpeaTtuHuHa,
MOYEBUHbI MHAY3NIO OTMOXWTL 4O HOpManusauuu
nokasaTtenemn.

Mpu pazeumuu asnnepau4eckux peakyuu:

MeCTHbIE MHBEKLIMOHHbIE peakuun: Tepanuio Npoaon-
XWTb NOA KOHTPOJIEM Bpava-peBMaTonora;

CUCTEMHbIE annepruyeckme peakumm: MHpIKcmao
OTMEHUTB.

lMpu nosieneHuu e cbiBOPOMKe Kpo8U aHMUHYKIe-

apHozo ¢hakmopa u/unu aHmumen k JHK Ha ¢hoHe
mepanuu.

108

UHIKCUMab OTMEHNT.

TMpu ocmpoil unu o6ocmpeHUU XPOHUYECKOU UH-

dekuyuu.

OTMEHUTb NMaHOBOE BBeAeHWE MHNUKCUMaba;
BO300OHOBMNEHNE Tepanuu NHInKcMmabom He paHee
YyeMm yepe3 1 Hefento nocne BbI3AOPOBMEHUS;

npu NpUMeHeHUn MH@InKCMmaba makcumansHas onu-
TeNIbHOCTb MepepbiBa MexXAy NHpy3mamm — 12 He-
Zenb. B cnyyae nepepoiBa 6Gonee 12 Hepenb MHANUK-
cuMab OTMEHUTb B CBSA3U C BbICOKUM PUCKOM Pa3BUTUS
aHauNakTM4eckon peakLumm.

BepeHue naumeHTa, nonyyatowero putykcumao
Bcem nayueHmam npu HazHayeHuu pumykcumaba:
KO-TPUMOKCA30/ + TPUMETONPUM per 0S B npodunak-
TUYECKON [03e 5 MI/Kr B CyT — MOCTOSIHHO Ha BPEMS
neyYyeHus, a TaKxke B TeuyeHne 1 roga nocrne ero OTMeHb.
Llenb — npocunaktmka nNHEBMOLMCTHON MHAEKLINN.

B cny4ae nosienieHusi kKamapasnbHbIX f8/1eHul, JIUXO-

padku u noOKawueaHust

OTMEHUTb NNaHOBOE BBEAEHUE pUTYKCUmaoba;

KT nerkux gns UCKMnYeHns OCTPOW MHTepCTULMasb-
HOW MHEBMOHWY;

CEpPONOrnyYecKoe uccnefoBaHne KpoBu — onpege-
NEeHWe aHTUTeN K NHEBMOLMCTaM, XNaMuamusm, MUKO-
nnasmam, BuMpycy npocToro repneca, LIMB, Bupycy
OnwTenHa—bapp;

nccnegoBaHMe acnmpara, MOKpoThl (MpY ee Hanuuum)
ANs onpefeneHnst aHTUreHOB XNamuaui, MUKOMnasm,
MHEBMOLIMCT;

NCCreaoBaHvWe CrOHbI U MOYM, KPOBM METOAOM Mo-
NMMepasHON LIeMHON peakuuu ANs BbiBNEHUS aKTUB-
HOW pennukalmm Bupycos npocTtoro repneca, LIMB,
OnwrenHa—bapp.

B cny4ae ocmpol uHmepcmuyuanbHOU MHE8MOHUU

no daHHbIM KT (ewe Ao nonyyeHusi pesynbmamos sa-
6opamopHbIx uccinedosaHull):

OTMEHUTb MTAHOBOE BBEAEHWE PUTYKCMMaba;
KO-TPMMOKCa30n + TPUMETONPUM BHYTPUBEHHO B
Jose 15 mr/kr B cyT (No TpuUMeTOnpuMy) B TedeHue
14-21 gHs;

KNapuTpoOMULUMH BHYTPUBEHHO B A03e 15 Mr/kr B cyT B
TeyeHune 14-21 gHs;

LedTpMakcoH BHyTpMBEHHO B Ao3e 20-80 mr/kr B cyT
B TeueHue 14 gHen.

B cnyyae akmueHoU 2cepnemuyveckol, LMB, 3n-

wmeliiHa-bapp eupycHol uHghekyuu.

OTMEHUTb MTAHOBOE BBEEHME PUTYKCMMaba;
auuKoBup BHYTpUBEHHO B Jo3e 5-10 Mr/kr Ha BBeAe-
HWe Kaxable 8 4, unn

raHUMKIOBMP BHYTPMBEHHO B 03e 5 MI/Kr Ha BBefe-
Hue Kaxngpble 12 4 B TeyeHne 14-21 aHs;
YenoBeYeCKMn HopMarnbHbI BHYTPUBEHHBIN UMMY-
HornobynwvH, cogepxawmi 1gG, BHYyTPMBEHHO B [03€
0,2-0,5 r/kr Ha KypcC.

B cnyyae cencuca:

OTMEHUTb MTAaHOBOE BBEAEHNE PUTYKCMMaba;
aHTMbaKTepmanbHble npenapaTbl LWMPOKOro Chnek-
Tpa OeNCcTBUS BHYTPUBEHHO: LeTPUaKCoOH B [03e




HECMELN®UYECKUIA AOPTOAPTEPUUAT

20-80 mr/kr B cyT + amukaumH B fo3e 15 mr/kr B cyT
UM HETUINIMUUVMH B [03€e 5—7,5 MI/KT B CYT.
lpu HeaghbekmusHoCMU:

= MeporneHeMm BHyTpuBEHHO B fo3e 10—20 mMr/Kr B CyT;

= uedonepas3oH + cynbbaktam BHYTPMBEHHO B [03€
40-80 mr/kr B cyT;

= 4enoBeyvyecku HoOpMarnbHbIi BHYTPMBEHHBIN UMMYHO-
rnobynuH, cogepxawwmin 1gA, IgM, 19gG, BHyTPUBEHHO B
Jo3e 5 Mn/Kr Ha Kypc B TedeHne 3 nocrnefoBaTesibHbIX
[Hel. HeobxoauMocTb MOBTOPHOTO Kypca 3aBUCUT OT
KIMHUYECKOro TeyeHns bonesHu.
B cny4ae uHgheKyuu KOXHbIX MOKPOB0o8 U MOOKOX-

HO-)XUpoeoU Kiemyamku (yesuironaum):

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= HabniogeHne XMpyprom;

= MecCTHasi Tepanus;

= aHTubakTepuanbHble npenapatbl LUMPOKOrO crnekTpa

[AencTBua (aMOKCULMNNWH, LedanocnopuHbl 3-ro nnm

4-ro NOKOMNEHWS! BHYTPUMBILLEYHO U BHYTPUBEHHO).

B cnyyae uHghekyuu moyeebleodsiujux nymedu:

OTMEHUTb MMIAHOBOE BBEAEHWE PUTYKCMMaba;

GakTepuonornyeckoe UCCNefoBaHME MOYY;

aHTMbakTepuarnbHble Npenapartbl;

YPOCENTUKMN.

Mpu ocmpoli unu o60cmpeHUU XPOHUYECKOU UHEK-

yuu:

= OTMEHWTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= BO300HOBMNEHNE Tepanuu He paHee Yem yepes 1 He-
JEnto Nocne BbI34OPOBMEHUS.
B cnyyae momasnbHO20 CHUXEHUSI CbI8OPOMOYHO20

YPOBHSI 8C€X UMMYHO2/106y/1UHOE:

= OTMEHWTb NNTAHOBOE BBEAEHWE pUTYKCUMaoba;

= Y4enoBeyeckun HopMasbHbI BHYTPUBEHHBLIA MMMYHO-
rnobynuH, cogepxawmin IgA, IgG, IgM, BHYTPMBEHHO B
fJose 2—-8 MN/Kr Ha Kypc € uHTepBanom 1 mecsu. Ecnu
He JocTuraeTcs J0CTaTouHbIA ypoBeHb 1gG, nnm npo-
NCXOZUT ObICTPOE €ro MOHWKEHWE, 003y MOXHO yBe-
nMunTb A0 16 MA/Kr Unm cokpaTuTe MHTEpPBAN MexXay
NHPY3naMK.
B cnyyae nelikoneHuu u HelimponeHuu c abcosom-

HbIM Yucsiom Helimpogbusnoe < 1,5 x 10%r

= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;

= BBeJEHWEe TpaHyrnounTapHOro KOJIOHUECTUMYIK-
pytoLero caktopa (cunrpactm) MOLKOXKHO B A03€
5-10 MKr/kr Ha BBeAeHMe B TeueHne 3-5 gHen, npu He-
0bxoguMocTu — fonblue, 4O NOSIHOWM HOpManu3auum
yucna nemkoumuToB U HEMTPOUIIOB.
B cnyyae ¢hebpunibHol HelimponeHuu (Helimpone-

Husl, conpoeoxdaemasi uxopadkoll):

= OTMEHWTb NNTAHOBOE BBEAEHME pUTYKCUMaba;

= BBEJEHME TpPaHYy/ouMTapHOrO KOJIOHUECTUMYIN-
pytoLero caktopa (cunrpactm) MOAKOXKHO B A03€
5-10 MKr/kr Ha BBeAeHMe B TeueHne 3-5 gHen, npu He-
0bxoguMocTu — fonblue, 4O NOSIHOWM HOpManu3auum
yncna nenkounmToB M HEMTPOJIUIIOB;

= uedTprakcoH BHYTpMBEHHO B A03e 20-80 mr/kr B cyT
[0 BOCCTAHOBMEHUS NMENKOLMTAPHOW hOopMynbl 1 npe-
KpaLLeHWs: NMNXOpagKu.

BeneHve naumMeHTOB B aMOynaTopHo-
NONMUKNUHUYECKUX YCITOBUAX

AMBYNaTopHO-NONMKIIMHWYECKAs MOMOLLb OKa3blBa-
€TCs B JE€TCKOM peBMaTonornyeckom KabuHete.

MomoLlb oka3biBaeT Bpay-peBMaTofior, COOTBET-
cTBytOLWMIN KBanudukaunoHHbiM TpeboBaHuaAM K crie-
umManuctaMm C BbICLUMM U MOCIIEBY30BCKUM MEOULIH-
CKMM W1 hapmaueBTnYeckum obpasoBaHuMem B cdepe
30paBOOXPaHEHNs MO CneunanbHOCTU «PEBMATOMOMUSA»
0e3 npeabsiBNeHns TpeboBaHuii k ctaxy pabotel (Mpu-
ka3 MuH3agpascoupassuTua Poccumn ot 7 uions 2009 r.
Ne 415H ¢ W3MEHEeHUsMU, BHECEHHbIMU MPUKaA3OM
MuH3gpascoupa3suTuss Poccumn oT 26 gekabps 2011 .
Ne 1644H; Npukas MuHsgpascoupassutna Poccun ot
23 mions 2010 r. Ne 541H).

BepeHue nauyueHTa, nonyyvarowero MK nivnu nmmy-
HoAenpeccaHTbl

Ocmomp spavom-pesmamono2om — 1 pa3 B MecsL.

KnuHuyeckul aHanu3 kposu (KOHLEHTpauust remorso-
O1Ha, YnCcno 3apUTPOLMTOB, TPOMOOLMTOB, NENKOLMTOB,
nenkouyuTapHas dopmyna, CO3) — 1 pa3 B 2 Hegenw.

KnuHnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenu.

KoHmporb buoxumudeckux nokasamenel (o6wun

6enok, 6enkoBble ppakunmn, MOYEBUHA, KPEaTUHWH,
OMnnpyBbuH, Kanun, HaTPUN, NOHN3NPOBAHHbLIN Kanb-
umn, ANT, ACT, ITT, wenoynaa ¢ocdartasza) — 1 pas B
2 Hegenw.

KoHmpornb ummyHonozudyeckux nokasamesel (CPB; no

nokasaHusMm — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.
OKI — 1 pa3 B 3 mecsua.
Y3U 6prowHol nomocmu, cepdua, nodyek — 1 pas B
6 mecsueB.

lnaHosass eocnumarnu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof A58 NpoBeAeHUs NMOJHOro
obcnepoBaHys U KOpPeEKL KN Tepanuu.
BHernnaHoeasi eocriumanu3ayusi — B crnydyae obocTpe-
HWs1 3aboneBaHus.

Anzopumm delicmeull npu uzmMeHeHuu nabopamop-
HbIX Moka3ameJsieu

B cnyyae cHuxeHus 4ucna nelkoyumos, 3pumpoyu-
mos, mpomMbouumMo8 HUXe HOPMAbI;
= VMMYHOZENPECCAHTLI OTMEHUTL Ha 57 aHen;
= [locne KOHTPOMBLHOIO aHanuaa KPoBM Yepes 5—7 AHeN:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
npvem npenapara;

— MPWU COXPAaHSIOLLMXCA U3MEHEHUSX — KOHCYIbTa-
uusi peBmatosora, npu HeobxogumocTu rocnuTa-
nusauus.

pu nosbiweHUU ypoBHS MOYeBUHbI, KpeamuHuHa, AJIT,

ACT, ITT, bunupybuHa 8biuie HOPMbI:
= VMMYHOZEenpeccaHTbl OTMEHUTb Ha 5—7 OHEeN;
< MOCMNe KOHTPOJSIbHOMO aHanusa KpoBu Yepes 5—7 OHe:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
npvem npenapara;

— PN COXPaHSIOLLIMXCA U3MEHEHUAX — KOHCYIbTa-
uus peemarosora, npyu HeobxoguMocTu rocnuTa-
nusauus.
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BepeHue nauuneHTa, nonyyawuiero MH¢pnMkcumab

Ocmomp epavom-pesmamornozoM — 1 pa3 B mecsu,

KnuHuyeckuli aHanu3 kposu (KOHLEHTpaunsa remo-
rnmobuHa, 4Yncno 3puTPOLMUTOB, TPOMOBOLMTOB, NENKO-
uMTOB, NnenkouutapHas gopmyna, CO3) — 1 pas B
2 Hegenw.

KoHmponb 6uoxumuyeckux nokasamesel (MOYEBMHA,
KpeaTuHuH, 6unupyouH, ANT, ACT) — 1 pa3 B 2 Hegenw.

KoHmponb ummyHonoaudeckux mnokasamenel (CPB,
P®) — 1 pas B 3 mecaua; AH®, aHTuTena K ABycnupanb-
Hon [IHK — 1 pa3 B 6 mecsLeB.

OKI— 1 pa3 B 3 Mmecsua.

Y3U 6prowHol nomocmu, cepdua, noyek — 1 pas B
6 mecsaueB.

lnaHosass eocrnumanu3ayusi 8 pesmamosioauyecKoe
omdeneHue — 2 pasa B rog Ans NpoBeAeHus1 MOMHOro
obcnenoBaHys U KOpPEKL MU Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
H1s BonesHu.

Anzopumm delicmeuli npu u3MeHeHuuU sabopamop-
HbIX MOKa3amersiel, MosigJIeHUU CUMIMOMO8 pecrnupa-
mopHoU UHgheKkyuu, nuxopadku, assepaudeckux peak-
yusix

lpu cHuXeHUU 4Yucna neukoyumos, 3pumpoyumos,
mpombouumo8 HUXe HOPMbI.
= MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB

1 uHnmkcnumaba;
= MOCME KOHTPOJIbHOMO aHanu3a KpoBu Yepes 5-7 oHew:

— Mpu HOpManu3auuu nokasartenenn BO30OOHOBUTb
NpYMeHeHWe NpenaparTos;

— MNPU COXPaHSIOLMNXCH U3MEHEHUSIX — KOHCYMbTa-
umnsa peBmaTtosnora, npu HeobxogMMOCTU rocnuTa-
nmsaums.

lpu nossiweHUU yposHs MOYe8UHbI, KpeamuHuHa, AJIT,
ACT, 6unupybuHa eblilie HOpMb.
= MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB

1 nHnmkcnumaba;
= KOHCyNbTauusi B CNeumanM3upoBaHHOM peBMaTonor-

YECKOM OTAENeHUN, VHULMMPOBABLUEM Tepanuio UH-

dnvkcumabowm;
= BO0300HOBIIEHME BBEAEHWS NpenapaToB nocfe Hopma-

nusauum BMoXMMUYECKUX NokasaTenen.

lpu ocmpoti unu o6ocmpeHuU XpoHUYe Kol UHGheKYUU:
< MponycTUTb MNaHOBbLIA MPUEM UMMYHOLENPECCAHTOB

N MHNUKCUmMaba;
= BO030OHOBMEHME Tepanuu He paHee 4Yem vepes 1 He-

[ENK0 Nocne BbI3AOPOBEHMS.

lpu pasgumuu annepauvyecKkux peakyul Ha UHbeKyuu
(uHgby3uu) uHeubumopoe ®HO-a unu abamauyenma:
= MECTHbIE MHBEKLMOHHbIE peakuuu: Tepanuio Npogon-

XUTb N0 KOHTPOJIEM Bpaya-peBmaTtorora;
= CUCTEMHbIE annepruyeckne peakuun: MHIMKeMmab

OTMEHUTD.

BepeHuve nauueHTa, nonyyarLiero putykcumab

Ocmomp epadyom-peamamorioeom — 1 pa3 B 2 HeLEenNw.

KnuHuyeckul aHanu3 kposu (KOHLEHTpaLusa remo-
rnobuHa, Yncno 3puTpoLnTOB, TPOMOOLINTOB, NENKO-

uMTOB, NnenkouuTapHas gopmyna, CO3) — 1 pas B
2 Hepenw.

KnuHuyveckul aHanu3 mo4yu — 1 pa3 B 2 Hegenw.

KoHmpornb 6uoxumuyveckux nokazamenel (obwui Oe-
nok, 6enkosble hpakumn, MOYEBUHA, KpeaTUHWH, Bunu-
pYyOWH, Kanuin, HaTPU, NOHU3NPOBAHHBLIN Kanbuun, AJIT,
ACT, I'TT, wenoyHas ¢ocdatasza)— 1 pa3 B 2 Hegenwv;

Konmpornb ummyHonozuyeckux rokasameneu (IgA,
IgM, 1gG, CPB, P®, AH®) — 1 pa3 B 3 mecsua.

OKI— 1 pa3 B 3 mecsua.

Y3U bprowHol nonocmu, cepdua, noyek — 1 pas B
6 mecsLeB.

lnaHoeas eocnumanu3ayusi 8 pesmMamosnioguyeckoe
omdeneHue — 2 pasa B rof A4S NpoBeAeHUst NOMHOro
obcnenoBaHys U KOpPeEKL MU Tepanuu.

BuennaHogasi eocnumarnu3ayusi — B criyyae obocTtpe-
HWst GonesHu.

Anzopumm Odelicmeull npu usMeHeHuu sabopamop-
HbIX NoKa3amersnel, Mosie/IeHUU CUMIIMOMO8 pecnupa-
mopHoll uHgheKyuu, TuxopadKu

B cnyqae nelikoneHuu U HelmponeHuu ¢ abcomomHbIM
yucnom Hetimpogunos < 1,5 x 10/
= MponyCTUTb NJIAHOBbIN NPUEM UMMYHOOENPECCAHTOB;
= KOHCyNbTauusi B cCneuuanvM3vpoBaHHOM PEBMATONoru-

4YeCKOM OTAENEeHUN, VHULMMPOBABLUEM Tepanuio pu-

Tykcumabowm;
= BBeJEHMEe T[paHynouMTapHOro KOMOHWECTUMYMU-

pytoLero aktopa (unrpactm) NOAKOXHO B [03€e

5-10 mKr/kr Ha BBegeHue B TeyeHue 3-5 gHen, npu

HeobxoaAMMOCTW — fonblie, 4O MOMHOW HopManuaa-

LK Yncna nemkoumToB U HEMTPOUIOB.

B cnyyae ¢hebpunbHol HelimponeHuu (HelmpomneHus,
conpogoxdaemasi nuxopadkod):
= MponyCTUTb NJIAHOBbLIN NPUEM UMMYHOOENPECCAHTOB;
= BBE[EHME T[PaHynouUTapHOro KONOHUECTUMYNK-

pytoLLero caktopa (cunrpactim) MOAKOXHO B A03€e

5-10 MKr/kr Ha BBedeHue B TeyeHue 3-5 gHen, npu He-

obxoanMocTM — fonblie, 40 MOSIHOWM HopManu3aumm

yncna nemkoumMToB U HENTPOIUIIOB;
= HasHayeHue aHTWbaKTepuanbHbIX MpenapaToB LUMPO-

KOro cnekTpa OeWCTBMSt A7 NpefoTBpalleHns pas-

BUTUSI HEUTPOMEHNYECKOTO cencuca (LedTprMakcoH B

Aose 50-100 mr/kr B CyT BHYTPMMBbILIEYHO WIN BHY-

TPUBEHHO);
= CpOoYHas rocnutanu3auus B AETCKOe peBMaTtosiornye-

CKOe oTaeneHune denepanbHoOro LEeHTpa, WUHULMUPO-

BaBLUEro Tepanuio puTykCumabom.

pu nosbiweHUU ypoBHs MOYeBUHbI, KpeamuHuHa, AJIT,
ACT, ITT, bunupybuHa 8biuie HOPMbI:
= MponyCTUTb NJIAHOBbIN MPUEM UMMYHOOENPECCAHTOB;
= KOHCynbTauusi B CneuuanvM3npoBaHHOM pPeBMaTomoru-

4YeCKOM OTAeNeHUN, MHULMMPOBABLUEM Tepanuio pu-

TykCmabowm;
= BO0300OHOBMNEHME MNpreMa MMMYHOLENPEeCCaHTOB Mo-

Crne HopManusauuu nokasaTtenem.

B cnyyae kamaparnbHbix a8neHul, uxopadku:
= MNpoNyCTUTb MMAHOBbLIA NpPUEM WUMMYyHOAenpec-

CaHTOB,;
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= KOHCynbTauusa B Cneunann3nmpoBaHHOM peBMaTonoru-
YECKOM OTAENEHUN, UHULMUPOBABLLEM Tepanuio pu-
TyKCmabowm;

« KT nerkux gns NCKMIOYEHUS UHTEPCTULMANBHON
(aTMnnyHOM) NHEBMOHUU (Ha paHHeM aTane npo-
TeKaeT, Kak npaBuno, 6eccuMnTOMHO, C mocre-
OYIOLWNUM pa3BuUTUEM AblXxaTelbHON HeaocTaTou-
HOCTH);

= HasHayeHue Ko-TpMMoKcasona + TPUMEeTONpMM B 403€e
15 mr/kr B cyT, KnapuTpomMuLMHa B fo3e 15 Mr/kr B cyT,
uedTpuakcoHa B gose 50-100 Mr/kr B CyT BHYTPUMbI-
LUIEYHO UMW BHYTPUBEHHO;

= CpoyvHas rocnuTanu3auus B AeTCKOe peBmatoriormye-
ckoe oTaeneHne (hedepasnbHOro LEeHTpa, WUHULMMPO-
BaBLLErO TEpaNuo puTykCcumMabom.

MOKA3AHUA K TENEMEOAULUNHCKUM
KOHCYIJIbTALIUAM

= OueHka NokasaHun Ang rocnuTanu3aumm nayueH-
Ta B peBMartonornyeckoe otaeneHve denepanbHOro
LeHTpa.

= KoHcynbTauusa Taxenbix NauMeHToB AN pelle-
HUs Bompoca O HeobxogmmocTn m 6HesonacHoc-
TV TPaAHCNOPTUPOBKM BONbHOIO B deaepanbHbIi
LEeHTP.

= KoHcynbTauust naumeHToB 6e3 yCTaHOBNEHHOMO Auva-
rHo3a C NoJo3peHMeM Ha Hecrneumguieckun aopTo-
apTepPUNT.

= KoHcynbTauus HetpaHcnopTabenbHbiX OONbHbIX ANg
peLLeHns Bonpoca O AUarHOCTUKE U NTEYEHUMN.

= KoHcynbTtauua ans pelleHus Bonpoca 06 nHMumaumm
Tepanuu TUBI npn HeadeKTMBHOCTW Tepanu NMMY-
HogenpeccaHTaMu B TevyeHne 3 MecsiLeB.

= KoHcynbTauusa Ansa peLieHnst Bonpoca O nepeksioye-
HUW Ha apyrou T'UBIT npu HeadhekTUBHOCTH Tepanum
MBI B TeyeHne 3 mecsiLeB.

= Koppekuusi Tepanmm Nnpyu HenepeHocMMocT NpoTU-
BOpPEBMATMYECKMX NpenapaTos.

= KoHcynbrauus 60nbHbIX, HY>XOAKLWMXCs B NaniMaTue-
HOW MEeANLIMHCKOW MOMOLLIN.

NMPO®UNAKTUKA

lMepeuyHasi npoghunakmuka He paspaboTaHa, Mno-
CKOMbKY 3TMONOrMS OKOHYaTENbHO HE YCTaHOBMEHA.

Bmopuy4Hasa npodunakmuka BKNOYaET KOMMNNEKC
MeponpusATUIA, HanpaBlieHHbIX Ha NpefoTBpalleHue pe-
umauBoB 3aboneBaHus:
= JucnaHcepHoe HabmnogeHue;
= [OnMTenbHOe NPOBeAeHue noafepxuBarlLen Tepa-

nun, paspaboTaHHOW C y4eTOM MHAMBUAYaNbHbLIX OCO-

GeHHoCTeN nauueHTa v BapuaHTa 6onesHu;
= MOCTOSIHHbIN KOHTPONb 6e30MacHOCTM MPOBOAMMOIO

neyeHns u npu HeobxoaMMOCTM Ero KOPPEKLUS;
= obecnevyeHne OXpaHUTENbHOTO pexuma (orpaHuye-

HME NCUXO3MOLMOHASBHBIX U (PU3NYECKNX HAarpysoK,

npu HeobxoauMMOoCTW 0byyeHve AeTen Ha oMy, noce-

LEeHMe LWKOMbI MULLb MPX NOMYYEHUN CTONKOW KIMHK-

Ko-nabopaTopHON PEMUCCUN, OrpaHNYEHNE KOHTaK-

TOB A9 YMEHbLUEHUS pUCKa PasBUTUS MHMEKLMOHHbBIX

3aboneBaHuin);
= MpefoxXpaHeHMe OT WHCOMALMM (MCrnonb3oBaHue

COMHLE3alnTHbIX KPEMOB, HOLUEHWE OAEXAbl, MaK-

CYMarnbHO 3aKpblBaOLLEN KOXY, rOMNoBHbIX YOOpoB

C nonsiMu, OTKa3 OT NMOE3[40K B PErMOHbI C BbICOKUM

YPOBHEM UHCONSALMN);

« JCKMtoYeHne npuMmeHerHns YOO;
= BBefeHWe ramma-rnobynmHa ocCyLeCcTBNAeTCS TOMbKO
npwv abcontoTHbIX MOKa3aHUSIX.

ncxoabl UMPOIrHO3

Mexay nepBbIMU cUMNTOMaMK 3aboneBaHns U ycTa-
HOBMNEHWEM AMarHosa, Kak npasusio, NpoxoauT okosno 18
MecsiLeB, a B page cryyaes v bonblie. B aToT nepuog npo-
rpeccupyeT nopaxeHue apTepuid, YTO BNUSET Ha MPOrHO3.
Y GONbLUMHCTBA MALMEHTOB C TEYEHWEM BPEMEHM MOSIBNSA-
FOTCS HOBbIE OYarn nopaxeHus. BocnanutenbHble name-
HEHVs1 B CcOCydax NepPCUCTUPYIOT Oaxe Npu KOHCTatauuu
KnuHuyeckon pemuccumn. Y 25% naumeHToB pasBuBaeTcs
He[oCTaTOYHOCTb aopTaribHOro KnanaHa U 3acTolHas
cepaeyHas HefoCTaTOMHOCTb, Yy 40% — nepemexatowas
XpOMOTa COCYAUCTOro reHesa.

Ha Ttepanuio kopTukoctepongamum oteedarotT 60%
6onbHbIX, ¥y 40% nauneHToB Ha ¢oHe oTMeHbl [K pas-
BMBaeTcs obocTpeHne. Mapkepamu HebGnaronpusaTHOro
MPOrHo3a SBNSIOTCS BblpaXeHHas aopTanbHas perypruta-
LMsi, 3HaUNTENbHAs rMNepTeH3ns], cepaeyvHas HedocTaTou-
HOCTb, aHEBPU3MbI.

CmepTHOCTb MpK AnNnUTeNbHOM HabntogeHun cocTaB-
nset 10-30%. OcHOBHble MPUYMHBLI — 3acTOWHas cep-
OeYHas HeJOCTAaTOMHOCTh, MHaPKT MMoKapaa, paspbiB
aHeBpu3M, NoYeyHass He4OCTaTOYHOCTb.
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Y3ENKOBbIA MOJIMAPTEPUUT
W POOCTBEHHbIE COCTOAHUA

METOOONOINA

MeToabl, ncnonb3yembie Ana c60palceneKuMM AO-
Ka3aTenbCTB
Mouck B ANEKTPOHHbIX 6asax gaHHbIX.

OnucaHve MeTOAOB, UCMONb30BaHHbIX AN OLLEeHKU
KayecTBa U cUNbl JOKa3aTenbCcTB

[lokazatenbHon Ga3on ons pekomeHgauuin SBRSOTCS
nybnukauun, Boweawmne B KoxperlHoBCKy0 BrMbnmoTeky,
6a3bl gaHHbIX EMBASE, MEDLINE 1 PubMed. my6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe OIS OLLEHKU KayecTBa
M CUNbl AOKa3aTenbCTB:
= KoHceHcyc akcnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, ucnonb3oBaHHble ANA aHanu3a [oKa3sa-
TenbCTB:
= 0630pbl OMy6NMKOBAHHLIX METaaHaNN30B.
= Cuctematnyeckne o0630pbl ¢ Tabnuuamu gokasa-
TENbCTB.

OnucaHve mMeToAOB, UCMONMb30BaHHLIX AN aHanNu-
3aoKasaTenbCTB

Mpu oTbope nybnukauni kak noTeHUManbHbIX MC-
TOYHWKOB [0Ka3aTenbCTB MCMONb30BaHHAA B KaX4oMm
nuccnefoBaHnM MeToAonorMs m3yvyaetcs Ans TOro, YTo-
Obl ybeanTbca B ee BanugHocTW. PesynbTaT M3ydeHus
BNUSIET HA YpPOBEHb A0Ka3aTeNbCTB, MpucBanBaeMblii
nybnukaumm, 4TO B CBOK OYepedb BNMSET Ha Cuny peko-
MeHOaumn.

ONns MUHAMM3auMM NOTeHUManbHbIX OWKNOOK Kaxaoe
1CCrefoBaHWe OUEHMBANOCh HesaBucumo. JTobble pas-
nnyns B oueHKax obcyxhanucb BCen rpynmnovi aBTopoB B
MonHoM coctase. [1py HEBO3MOXHOCTU [OCTWKEHNS KOH-
CeHcyca NpuBeKancs He3aBUCUMbIA JKCMEPT.

Tabnuubl Aoka3aTenbCTB 3aMONHANNUCH aBTopamMu
KNMMHNYECKNX peKomer,au,MVl.

MeToabl, ucnonb3oBaHHbIE ANs opMynMpoBaHUs
pekomMmeHaaumnmn
= KoHCeHCcyc 3KCnepToB.

UHpgukaTtopbl go6poKavyecCTBEHHOW MpPaKTUKM
(Good Practice Points, GPPs)

PekomeHayemas 0oOpokayecTBEHHas! npakTuka 6asu-
pyeTcs Ha KNMHUYECKOM OMbITE aBTOPOB pa3paboTaHHbIX
pekomeHaaunin.

JKoHOMMYeCKUI aHanNu3
AHanus CToMmMoCTV He NpoBoAMNCS M nybnukauum no
dhapmako3KOHOMMKE He aHanM3npoBarnuchb.

Metop Banugusaunu pekomeHgauum
< BHELHSAS 9KCcnepTHas oLleHKa.
= BHYTpeHHss aKCnepTHast oLeHKa.

OnucaHue meToga Banuansaumm pekomeHgaumm

HacTosawme pekomeHgaumm B npefBapuTenbHON
Bepcun OblNn peLeH3npoBaHbl HE3aBUCUMbIMU IKC-
nepTtamu, KOTOpPbIX MPEeXAe BCEro MpoCurnvM npoKoMm-
MEHTMPOBATb, HACKOMBbKO AOCTYMNHAa ANSA NOHUMaHUS
MHTepnpeTaumns AokasaTenbCTB, nexauias B OCHOBE
pekoMeHgaLuunin.

OT Bpauew NepBMYHOrO 3BEHa — AETCKMX peBmaTo-
NI0roB — MonyYeHbl KOMMEHTapu1 B OTHOLLEHWW [OXOA-
YMBOCTU U3NOXEHUSA OaHHbIX PEKOMeHZauuMn, a Takke
NX OLIEHKA BaXXHOCTW MpeanaraeMblx pekoMeHaaunn Kak
MHCTPYMEHTA NOBCEAHEBHOW MPaKTUKN.

Bce koMMeHTapuu, nonyyYyeHHble OT 3KCMepToB, TLia-
TENbHO CMCTEMATU3UPOBANNUCL M 06CYyXAanucb YneHamum
paboyen rpynnbl (aBTOpamMu pekomeHgaumn). Kaxgbli
NyHKT 06cyxaancs B OTAENbHOCTY.

KoHcynbTaums 1 akcnepTHas oLleHKa

[MpoeKkT pekomeHaauun Bbin peueH3poBaH He3aBu-
CYMbIMU 3KCrepTaMun, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATL [0XOOYMBOCTb U TOYHOCTb UHTEP-
npeTaumn AokasaTenbHon 6asbl, Nexalleir B OCHOBE pe-
KOMeHOauunn.

Pa6ouas rpynna

[na okoH4YaTenbHOW pefakumMm U KOHTPOSS Kadve-
CTBa pekomeHZauny Obiniv MOBTOPHO MpoaHanunanpo-
BaHbl YneHaMun paboyen rpynnbl, KOTOPbIE MPULLIIN
K 3aK/l0YeHuo, YTO BCE 3ameyaHuss U KOMMeHTapuum
3KCMEepTOB MPUHATHLI BO BHUMAHWE, PUCK cucTeMatuye-
CKMX owmnbok npu paspaboTke pekoMeHZaLun cBeeH
K MUHUMYMY.

OCHOBHble pekoMeHAaumMm

[ns noaTBepXXAeHUs YPOBHS [oKa3aTENbHOCTU W
CUMbl peKOMEHZALMIA WUCMONb30BanNuUCh Crneaytolme Kpu-
Tepum (1abn. 1, 2).
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Tabnuua 1. YpoBHM [oKa3aTeNlbCTB B COOTBETCTBUM C MEXAYHAPOAHLIMI KPUTEPUAMU

Kareropus | Joka3arenbcTBa

1A MeTaaHanu3 paH4OMU3MPOBaHHBIX KOHTPOMNMPYEMbIX UCCEL0BaHUI

1B Mo kpanHew mepe 1 paHOOMU3NPOBAHHOE KOHTPONMPYEMOE UCCreaoBaHNe

2A Mo MeHbLLel Mepe 1 KOHTpoNMpyemMoe uccnegoBaHune 6e3 paHgommusaumm

2B Mo kpanHen mepe 1 KBas3naKcnepMMeHTanbHoe nccreaoBaHne

3 OnucaTenbHble NCCNEAOBaHNS, Takne Kak CPaBHUTENbHbIE CCNEA0BaHNS, KOPPENALNOHHbIE
nccneaoBaHUs UM UCcnegoBaHus Criyqan-koHTPOrb

4 OT4eT 3KCNEepTHOrO KOMUTETA MU MHEHME U/MIN KIMUHUYECKUIA OMbIT M3BECTHLIX CMELNAnIMCTOB

Tabnuua 2. Cuna pekomeHgaumm

YpoBeHb | OcHoBaHus

A YpoBeHb gokasaTenscTea 1

B YpoBeHb foKasaTenbCTBa 2 UMK 3KCTPanosIMpoBaHHbIe pekoMeHAaLMN YPOoBHS fokasaTenscTea 1

c YpoBeHb AoOKa3aTenbCTBa 3 UMM 3KCTPaNoSIMpOBaHHbLIE PEKOMEHAALMN YPOBHEN
Jokasatenbctea 1 unm 2

D YpoBeHb foKkasaTenbCTBa 4 UMK 3KCTPaNONMPOBaHHbIE PEKOMEHAALNUN YPOBHEN

JokasaTenbcTBa 2unm 3

OMNPEAENEHWNE

Y3enKkoBbl MONMapTEPUUT — OCTPOE, NOJOCTpoe
UMK XpoHMYeckoe 3aboneBaHue, B OCHOBE KOTOPOrO fie-
Xat nopaxeHue nepugepuyecknx 1 BUCLEpanbHbIX ap-
Tepuin NpenMyLLeCcTBEHHO MENKOro U cpedHero Kanmobpa,
pa3BuTe AECTPYKTUBHO-NPONUMEpPaTUBHOIO BacKynuta
n nocnegywouwen nepudepmnyeckon n BucLepanbHon
nwemMmm.

BapwuaHT y3enkoBoro nonuaptepuvTa, passusaloLLmnii-
CSl NMPeuyMyLLECTBEHHO Yy AeTen, Ha3biBaeTCcq HOBEHWUIb-
HbIM nonvapTepuntoM. OH OTIMYaETCA rmnepepruyecknm
KOMMOHEHTOM, MPEUMYLLECTBEHHbLIM NMOpaxeHueMm nepu-
depunyecknx COCynoB 1 BO3MOXHbLIM pa3BUTUEM TPOM-
GaHMMMTUYECKNX OCNOXHEHWI C hOpMUPOBaHNEM OYaroB
CYXUX HEKPO30B KOXM, CIN3NCTbIX 0B0MOYEK, raHrPeHOoN
naneues. BucuepanbHas naTtonorus nNpu OBEHUNLHOM
nonuaptepuute 06bl4HO Crabo BbipaXeHa W He BMUSET Ha
€ro 1cxop, HO B LieSIOM NPOLECC CKMOHEH K ANUTENbHOMY
XPOHWUYECKOMY peLmManBUpyoLLEMY TEYEHMIO.

Knaccuyeckuii BapuaHT y3ernkoBOro nonvaptepu1Ta,
BO3HUKAOLWMIN Y OeTen, XxapakTepusyeTcsa npeumylle-
CTBEHHbIM Pa3BUTVEM CUCTEMHbIX BUCLEPUTOB, ONM30K
K TUNUYHOMY Y3eNnKOBOMY MONuapTepunTy B3pOCHbIX.
OTnnyaeTcs TskenbIM TeyeHuneM, 0byCnoBNeHHbIM nopa-
XEHMEM MOYEK C BbICOKOW apTepuarnbHON rmnepTeHsnen,
abgomyHanbHOW Mwemnen, CocyancTeiMu LepebpanbHbl-
MW KpU3amu, KOPOHApUTOM, FErOYHbIM BACKYNUTOM, MHO-
XECTBEHHLIMU MOHOHEBPUTaMU U Ap., U UMEET BbICOKYIO
neTanbHOCTb.

CuHoHuMbI: bone3Hb Kyccmayns—Melepa, 6051€3Hb
Kyccmayns, knaccudeckul y3enkosebil rofuapmepuum,
Y3e/1K08bIl noauapmepuum ¢ MpeumywecmseHHbIM nopa-
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KEHUeM 8HYMPEHHUX 0p2aHos, y3enKosbIl nonuapmepu-
um ¢ npeuMywecmeeHHbIM MOPaXeHUEeM nepupepuyecKux
cocydos, y3esKkoebll ronuapmepuum ¢ 8edyujum mpom-
baHauumMuYeCcKUM CUHOPOMOM.

Kog no MKB-10
M30.0 Y3enkoBblii NONMApPTEPUNT.
M30.2 KOBEHMMNbHBI NONUapTEPUNT.

ANMUAEMUONOIrnA

YacTtoTa y3enkoBoro nonuvaptepunta y feten Heus-
BeCTHa. B HacTosee BpeMs Knaccuyecknin y3emnkoBbIn
nonuapTepuuTt y aeTei AnarHocTupyeTcs KpawHe pef-
KO, B OCHOBHOM HabnofaeTcs l0BEHUMbHbIM nonunapTe-
pUUT. Y3enKkoBbll NOMMapTPUT MOXET pa3BMBaTbCA BO
BCeX nepuofax [AeTcTBa, B TO BPEMS KaK HOBEHUIbHbI
nonuapTepumnT Yalle HaunmHaeTcs y AeBOYEK B BO3pacTe
[o 7 ner.

ATNONorma N NATOreHe3

B0O3MOXHbIMU NPUYMHAMN BO3HUKHOBEHUS Y3EIIKO-
BOr0 nmonvapTepunTa SBNSOTCH MHMEKUMOHHbIE W ar-
neprudeckme gaktopsl. [pn knaccuyeckom y3enkoBoMm
nonuaptepunTe y OOMbLUMHCTBA OOMbHBLIX BHISBMSETCS
WHMLUMpOBaHWE BUPYyCcOM renaTuta B.

Mpwn 0BEHMNBHOM MoNMapTepumTe Hadano 3abonesa-
HUSA N ero 060CTpeHNsT coBnagatT C pecnupaTtopHoOn Bu-
PYCHOWM WHPEKUMEN, TOH3UNIUTOM WU OTUTOM, pexe — C
NeKkapcTBEHHOM NbO BaKLUMHANbHOW npoBokauunen. Bos-
MOXXHa poJib HACcNeACTBEHHON MNpeapacnonoXeHHOCTH:




Hepeako y Gnuxanumnx poACTBEHHWKOB MMEHTCS pas-
TNNYHbIE COCYOUCTbIE, PEBMATUYECKNE W annepruyeckme
3aboneBaHus.

B natoreHese y3enkoOBOro nonvaptepumta OCHOB-
HYKO pOJib UrpakldT UMMYHOKOMMNIEKCHbIE NpoLecChl
C aKTMBaUMEN KOMMJIEMEHTA U HaKoNmeHneMm nen-
KOUMUTOB B 30HE chKcame MMMYHHbIX KOMMNJIEKCOB.
VMIMMyHOKOMMMIEKCHOE BOCManeHne pa3BuMBaeTCs B
CTEHKe MenKkux u cpeaHux aptepuin. Cneacteuem aTo-
ro CTaHOBSAATCS AECTPYKTUBHO-MponudepaTuBHbIN Ba-
CKynuT, gedopmaumsi CoCyaucToro pycna, 3ameaneHue
KPOBOTOKA, PEOSIOrMYecKMe U remokoarynsLMoHHbIE
HapylweHus, TpomMb603 NpocBeTa COCYAOB, TKaHeBas
nwemmsa. Mcxogom aToro npouecca asnsetcs pudpos
CTEHKM cocyfa, 4YTO BedeT K oOpa3oBaHWio aHeBpPU3M
avameTtpom Ao 1 cm. NMpu y3enkoBom nonuaptepunte
apTepun cTpagalTHE Ha BCEM MPOTSXEHUU, Yale
nopaxatoTcs MecTa pasBeTBleHui. Tak Kak mpouecc
CerMeHTapHbI, TO MEeXAYy MUKpOaHeBpuaMamm mnme-
IOTCS HENOBPEXAEHHble y4YaCTKM COCYAOB, YTO OaeT
obpasoBaHMsa TUMNa y3enkos.

Kanunnspbel anugepmuca pacwnpsiTcs, pasBu-
BalTCSA OTEK UX CTEHOK, HabyxaHue aHgoTennanb-
HbIA KNETOK U YacTM4yHasa 3aKynopka npoceseTta Kpo-
BEHOCHbIX COCYA0B, YTO NpMBOAUT K 06pasoBaHumio
nueepo.

KNACCUDPUKALINA

B HacTosllee Bpemsa 06LLenpuHATON Knaccudukaumm
3aboneBaHus HeT.

KITMHUYECKAA KAPTUHA

O6wue npossBNeHnA

XapakTepHbl OCTPOE Hayano, peMUTTUpyoLWas fmxo-
pagka, npody3Hblii NOT, ucTolleHune. XKanobbl Ha CUNbHbIE
0onu B MbILLLIAX, KPYMHBLIX CyCTaBax, XMBOTE.

MopaxeHune KOXu
KoxXHble MposiBNIEHNA MOTYT MpoTeKaTb MO TUMy re-
MOpparMyeckon Cbinu, a Takke BbICbINAHUN, XapaKTEPHbIX
AN TPOMBOLMTONEHNYECKON Nypnypbl U MyNbTUGOPM-
HOW 3pUTEMBI.
TUNUYHBIMK MOPAXKEHUSAMU KOXW NPU Y3ENKOBOM MO-
nuapTepunTe ABNSOTCS:
= IMBEO — COCTOSIHME KOXM, XapakTepuayllleecs ee
HepaBHOMEPHOW CUHIOLLHOM OKPacKOM 3a CYeT ceTya-
TOroO MMM OPeBOBUMAHOMO PUCYHKa NPOCBEYUBAIOLLMX
KPOBEHOCHbIX COCYAOB, HAXOOALWMXCA B COCTOSIHUU
NacCUBHOW rmnepemuu;
= KOXHbI€ Y3€MKM pacnofiaralTcs no xody cocynos, 6o-
nesHeHHbl Npy nansnayuu,
= TMOBEPXHOCTHbIE MHM(APKTbI KOXM — A3Bbl C BOBIEYe-
HMEM KOXW N NOBEPXHOCTHbIX TKAHEN U MUHUManb-
Hbl€ ULIEMUYECKME N3MEHEHUS (MHaPKTbI 1 KPOBOU3-

Y3ENKOBbIW NONUAPTEPUMUT U POOCTBEHHBLIE COCTOAHUSA

NUSIHWS B NOQHOTTEBOE JOXE, AUrMTanbHbIE HEKPO3bI
nogyluieyek nanbLeB);

= rnybokne MHMapKTbl KON — KOXHbIE S3Bbl C BOBIeE-
YeHMeM rnyOOoKMX NMOAKOXKHBLIX CTPYKTYP, HEKPO3bl 1
raHrpeHbl anaHr nanbues u/vnu nepngepundeckmnx
TKaHew (HOC, A3blK, MOYKM yXxa 1 ap.).

MopaxeHue nouek
lematypus, NPOTEUHYPUS, apTepuancHast TMNepTeH3us.

MopaxeHune XKT

Pa3BnBaeTCs OTHOCMTENBHO 4acTo.

BocnanutenbHele M3MEHEHUS B KuwevHuke — 6e3
XapaKTepHbIX MMCTONOMMYECKNX NPU3HAKOB SI3BEHHOIO
konuTa unm 6onesuun KpoHa-

KpoBoTeueHns 13 BEPXHUX U HWKHUX OTAenoB XKKT.

Mepdopauuns KMWeYHMKa.

MaHkpeaTwT.

MopaxeHne ueHTpanbHOM U nepudepuveckon
HEpPBHON CUCTEMBbI

Femunnerns, NoTeps 3peHnsi, MOHOHEBPUT, NOMUHEN-
ponaTusl, UHCYMbT, MCUX03.

Opyrue nposiBrieHus
Mwemunyeckne Gonm B cepfle, Anukax, paspbiBbl aHeB-
pY3MbI.

TEYEHME

BbigensioT cneaytowve BapuaHTbl TEYEHUS:

= ocmpoe — XapaKTepu3yeTcsl KOPOTKMM HadvarnbHbIM
NeprvoaoM 1 BbICTPbIM pacrnpoCcTpaHeHWEM Mopaxe-
HWUW COCyaoB;

< nodocmpoe — C MOCTENEHHbIM Havarnom, NpusHakm
aKTMBHOCTW 3aboneBaHNs COXPaHSTCA Ha NPOTsKe-
HUKM 1-2 neT;

= XpoHu4Yeckoe (peyudusupyroujee) — 4vepenoBaHue
060CTpeHu N peMrUCCun.

OCJOXHEHUA

NHeynbT.

OTek rofloBHOro Moa3ra.
NHdapkT Mnokapaa.
MeputoHUT.
PacnpocTpaHeHHas raHrpeHa.

OUATHOCTUKA

JlTaGopaTopHbie MeToAbl uccrnenoBaHuUs
KnuHu4veckull aHasiu3 Kpoeu. aHeMusi, HEWTPOUb-

HbI NenKoLnTo3, TpomMboumnTo3s, nosbiweHne COJ.
UmmyHomozuyeckuli aHanu3 Kpoeu: MOBbILE-

HWe KoHueHTpauun CPB, LMPKYNUPYHOLLNX UMMYHHbIX
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KOMMMEKCOB U/Mnn KpuornobynuHoB, peako — BbISAB-
NeHne ceponormyeckmx MapKkepoB XpoHuyeckon HBV-
NMHEeKLNN.

ANCA He vrpaloT BefyLLylo pofnb B pa3BUTUN y3en-
KOBOrO nonvaptepumuta, HO Yy HEKOTOpbIX AeTel OHU MO-
ryT BbisBNATbCA. Hanuuue umtonnasmatuyeckux ANCA
(c-ANCA) c_aHTuTenamu K nm3ocomarbHOW npoTevHase
3 (PR-3) sBnsa0TCA NOKasaHWeM ANs UCKMYEeHUs rpaHy-
nemato3a BereHepa, Hanuyue nepuHykneapHbix ANCA
(p-ANCA) c aHTuTenamm k muenonepokcugase (MPO) —
MUKPOCKOMMUYECKOro nosimaHrumura.

WHcTpyMeHTanbHble MeToAbI UCCNeaoBaHUA

Buoncuss mkaHel:. Hanbonee MHGHOPMATUBHO NpPoOBe-
JeHune Broncum KOXM U/nMnm Mblly,. XapaktepHble rmcTo-
rniormyeckne npusHaku: OUOPUHONAHBIN HEKPO3 CTEHOK
apTepun cpegHero U Manoro kanubpa C BblpaXeHHbIM
BOCManeHmem B nepuBackynspHomn obnactu.

KamemepcenekmueHas eucuyepanbHasi yugposas
cybmpakyuoHHasi apmepuoeapadgusi. BbISBNSAOTCA aHeB-
pU3Mbl, CErMEHTapHOE CyXeHue apTepun ¢ obegHeHnem
nepudepuyeckoro cocygmcToro aepesa. Jleyenne K go
YCTaHOBIIEHNS AMarHosa HMBENVpyeT AaHHble apTepu-
orpadmn 1 MOXeT MPMBECTU K NOXHOOTPULATENBHBIM
pesynbTaTtam.

KomnbromepHasi u MacHUMHO-pe30oHaHCHasi MOMO-
2padpusi: HeMHBa3MBHas aHruorpadus MeHee 4yBCTBM-

TenbHa, Yem kaTtetepHasa. MPT-aHrmorpacus mHopmatms-
Ha ANS BbISBMEHUS BONbWNX MHTPA- U 3KTpapeHanbHbIX
aHEeBPM3M U CTEHO30B, OKKITHO3MN OCHOBHbLIX MOYEYHbIX
apTepuii, obnacten nwemmm 1 MHPapKToB.

9xoKI™: nepwvkapauT, HeQOCTAaTOMHOCTL KfamnaHoB, na-
TONOrMs KOPOHAPHBLIX COCYAOB.

KPUTEPUU OUATHOCTUKU

[narHo3 y3enkoBOro nonvapTepu1Ta ycTaHaBnMBatoT
Ha OCHOBaHWW KpuTepueB EBponenckon nurm npoTus
peemaTtuama (EULAR), MexayHapoaHow neamatpuyeckon
PEBMAaTONOrMYECKON OpraHM3auumM no KIMHUYECKUM WC-
cnepoBaHusim  (PRINTO) n EBponelickoro obuiectsa geT-
ckux peematonoros (PreS), 2010 (tabn. 3).

OuddepeHumanbHbIM guarHo3 HeobxoaMmo MNpoBoO-
AUTb CO crieayoLwmmm 3aboneBaHnaMU:
Apyrve BacKynuTbl;
OBEHWMbHBIN AMONATUYECKUN apTPUT;
CUCTEMHAs KpacHasi BONM4YaHka;
OBEHWTbHbIN 4EPMATOMMO3UT;
y3noBaTas 3puTeEMa;
cencuc;
noaocCTpbIv bakTepuanbHbIi SHAOKAPAMT;
CTPENnTOKOKKOBas UHAeKuus;

Tabnuua 3. [lnarHoctuyeckne Kputepun ysenkoBoro nonvaptepuuta y geten (EULAR/PRINTO/PReS, 2010)

Kputepuu |

Ob6s13amesnbHbIe

OnpepeneHue

1. MNMaTomopdonorus

Hanunyne HeKpoTU3MPYIOLLIEro BacKynuTa Menkmx u/mnu
CpeaHuX apTepui

2. AHrnorpaduyeckne n3MeHeHUs

AHEBPU3MbI, CTEHO3bI UM OKKIIO3UM MENKMX U/Mnmn
CpenHUX apTepuii, He CBsi3aHHble ¢ (OMOPOMbILLEYHOM
avcnnasvien unu apyruMm HesocnanuTensHbIMN
COCTOSAHUAMM

HononHumenbsHebie

1. MNMopaxeHve Koxwu

CeTtuyaToe n1BeAO, KOXHbIE Y3EMKW, MOBEPXHOCTHbIE U
rny6oKne KOXHble HEKPO3bl

2. Mvanrum unu MblleYyHas cnabocTb

MbiweyHas 6onb unu cnabocTb

3. TunepTteHaunsa

Cuctonuyeckoe/aunactonuyeckoe All > 95-ro
nepueHTung

4. Mepudpepuyeckas HemponaTms

MOTOPHbLI MOHOHEBPUT 1 CEHCOPHas nepudepunyeckas
HenponaTunsa

5. MopaxeHne no4yek

MpoTenHypus > 0,3 r/cyT unu anbbymunH B moye/
KpeaTuHWH > 30 MMOnb/Mr B yTPEHHEW Nopuum
lemaTtypus nm Yucno 3puTPOLIMTOB > 5 KMNEToK B none
3peHus

CHuxeHve knyboukoBoi hunbTpaumm no oopmyne
LBapua < 50% oT HOpMbI

OnarHo3s y3eNKoBOro nonvaprepunuta yctaHaBnmBaeTca Npu HanM4mm Kak MUHUMyMm 1 o6sa3atenbHoron 1
AONOJTHNTENIbHOIo KputTepues
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renatut Bu C;

LiMB;

OnwrenHa-bapp BUpycHas UHMEKLMS;
napBoBupycHas MHdekums B19;
numdonponudepaTuBHble 3aboneBaHns;
remabnacrtosbl;

6onesHb bexyerta.

NMPUMEPbI OUATHO30B

« [lpumep Ne 1. Y3enkoBbii NonvapTepumuT, NOAOCTPOE
TeueHune (apTepuanbHas runepTeHsns 2-u Ct., Luepe-
OparnbHble KpU3bl).

= [lpumep Ne 2. HOBeHWNbHBIM NONMapTEPUUT, OCTPOE
TeyeHwue. [aHrpeHa MArkux TkaHen nanbLeB pykK.

NEYEHUE

HemeaukameHTO3HOE nevyeHune

Pexum. B nepuopbl obocTpeHnss 3abonesaHus cne-
AyeT orpaHuyMBaTth ABuratesibHbIl pexum pebeHka. Vc-
KIMOYMUTb NCMXO3MOLMOHANMbHbIE Harpy3ku, npebbiBaHne
Ha corHue.

Huema. Y 60onbHbIX € cMHAPOMOM KylunHra Lienecoo-
Opa3Ho orpaHunyeHvne notpebneHus yrneBodoB W XXUPOB,
npegnoyTuTenbHa GenkoBas aveTa. YnoTpebnewue npo-
[YKTOB C NOBbILUEHHbIM COAEPXaHUeM KanbLms 1 BUTamu-
Ha D ans npodunaktiku octeonoposa.

JlewebHasi uskynbmypa. JledebHyto du3KynsTypy
MPOBOAST B COOTBETCTBUM C MHAMBUAYANbHBIMU BO3MOX-
HOCTAMU BONBHOTO.

MeaukameHTO3HOE neyYeHue

Ans undykyuu pemuccuu (3-6 Mec) NpUMeHSIIOT rped-
Hu3onoH (YpoBeHb fokasaTenbHocTn 1B, ypoBeHb peko-
MeHZauwum A) per 0s B o3e 1-2 Mr/Kr B CyT B TeueHue 4 Heq
€ nocnegyowmm cHmkennem Ao3bl Ao 0,3-0,7 mr/ kr B CyT
B TeyeHne 6-8 Hepn. MepopanbHbil NpuemM NpeaHn3ono-
Ha codveTalT C Nynbec-Tepanven MemunnpedHU3010HOM
(ypoBeHb fokasaTeNnlbHOCTU 3, YPOBEHb peKOMeHAaL MM
C) B po3e 20-30 mr/kr Ha BBefeHWe B TeyeHue 3 no-
cnepoBaTenbHbIX OHEW U yuknogpocgamudom (ypoBEHb
[okasatenbHocT 1B, ypoBeHb pekomeHaauuu A) per 0s
B go3e 2,0 Mr/kr B CyT B TeueHue 2—3 MeC UIu nysnbe-
meparnued yuknogocgpamudom (ypoBeHb [AoKasaTenb-
HocTu 1B, ypoBeHb pekomeHaauun A) BHYTPUBEHHO B
pose 0,5-0,75 mr/ M2 Ha BBefieHve 1 pas B 2 Hef, Unu
500-1000 mr/m2 Ha BBeeHve (MakcumanbHo 1,2 T) 1 pas
B MeC B TeyeHue 6 mec, unu B fose 15 Mr/kr (MakcumarsnbHO
1) BBegenue 1pa3 B 2 Hef B TeyeHue 6 Hep, a 3atem 1 pas
kaxgple 3 Hen. [peanoyTMTENbHO BHYTPUBEHHOE BBEAE-
HWe umknodochammaa.

B cnyyae peghpakmepHo20 medeHUsI NPUMEHSIOT
eXeHEBHbIV ABYX0ObEMHbIN 171a3M006MeH (YyPOBEHb
fokasaTenbHocTu 1B, ypoBeHb pekomeHaaumm A) B Te-
YyeHue 5 nnun 10 gHeRn, BHYyTPUBEHHBIN UMMYHOTNOOYNNH

Y3ENKOBbIW NONUAPTEPUMUT U POOCTBEHHBLIE COCTOAHUSA

B [j03€e 2 [/KI Ha KypC U reHHO-UHXeHepHble Buornoruye-
Ckue npenapatbl: pumykcumab (D) BHyTPMBEHHO B A03€
375 Mr/m2 Ha BBefieHUe B TeyeHne 4 nocnenosaTternbHbIX
Hed unu uHgnukcumab (D) BHYTPUMBEHHO B J03e 5 mr/ Kr
Ha BBeAeHne 2 pasa B MecC. [1peanoyTuTensHo npume-
HATb pUTYyKCcUMab, WHrMbuTopbl PHO-a MeHee adhdek-
TUBHbI.

Mpu nosepxHocmHbIx u 251y60KUX HEKPO3axX, a TaKxe
raHrpeHax npumeHsoT annpocmadun (D) B CyTOYHOM
fose 1-20 Hr/kr B vyac, pa3feneHHon Ha 2 npuema. lNpe-
napaT BBOAMUTCS TOSIbKO Yepe3 MHAY30MaT CO CKOPOCTbIO
He MeHee 50-75 Mn/4 B TeyeHne He MeHee 2 4. [inuTens-
HOCTb Tepanuu cocTaensieT 14 gHew, 3atem Jo3a npena-
paTta cHwkaetcs Ao 3 Hr/kr/yac. WHdy3um npogomkaroT
B TeyeHne 3 OHEW, Nocrne Yero npenapat oTMeHsoT. Bo
n3bexaHne pasBUTUS HexenaTenbHbIX SBMEHWUA (peskoe
cHmxeHue All, akcTpacuctonus, Taxu-, Opagukapams)
BBEAEHVEe npenapaTa npOBOAUTCS TONbKO NPY NOCTOSH-
HOM MoHUuTOpUHre OKI.

Takxe MCNonb3ylTCH HU3KOMOMEKYSPHbIE 2enapuHbl
(ypoBeHb [okasaTenbHOCTU 4, ypOBEHb pekoMeHAaumu
D) cTporo nogkoxHo B fo3e 65-85 ME/kr B cyT. B cnyyae
HeobXoaMMOCT NMPOBOAST MOHUTOPUHI NPOTUBOCBEP-
ThiBalOLLEi aKTMBHOCTM HU3KOMOJEKYMSAPHBIX renapu-
HOB MO YPOBHIO aHTK-Xa. 3abop obpasuoB KPOBM AN
3TOro OCyWeCTBNANT 4Yepe3 3—-4 4 Mocne UHbEKUUN,
Korga pocturaeTcsl MakcuMarbHbIl  YPOBEHb aHTU-Xa
aKTMBHOCTW B Mna3me KpoBu. YPOBEHb aHTU-Xa B nnasme
KpoBwu gomxeH 6biTb B npegenax 0,2-0,4 ME aHtu-Xa/mn.
MakcumanbHbIn  gonycTuMbi ypoBeHb — 1,0-1,5 ME
aHTn-Xa/mn.

Mocne 3aBeplieHns Tepanum HU3KOMOMEKYNSPHbIMU
renapvHamu ¢ Lenbi NpounakTuku TPOMOOTUHECKMX
OCMNOXHEHUIN NauMeHTaM Ha3HavalT aHmuKoazynsiHmel
Henpsimoeo delicmeusi — eapghapuH. [lody npenapata KOH-
TPONUPYIOT MO YPOBHIO MeXAyHapOA4HOro HOpManu3o-
BaHHoro otHoweHus (MHO). Pekomenayemblii  kopuaop
MHO — 2,0-3,0.

Takke NPUMEHSIOT ayemusicaauyuiosyr Kuciomy B
nose 1-2 mr/kr 1 pa3 B cyT unu dunupudamorn B [O3e
2,5 Mr/kr 2 pasa B CyT.

Ansi noddepxaHus pemuccuu (0T 18 mec fo 3 ner)
NPUMEHSAIOT NpeaHn30noH per os B gose 0,2-0,3 mr/ kr
B CYT B COYETaAHWUU C a3aTUOMpPUHOM (YPOBEHb [OKa-
3atenbHocTn 1B, ypoBeHb pekomeHpauuun A) per oS B
[803e 2-3 Mr/Kr B CyT. Y HEKOTOPbIX NaLneHTOB BO3MOX-
HO MpoBefeHVE MPOAMEHHOIO Kypca NeYeHUs putyk-
cumaboM. JleyeHne azaTMONPUHOM Ha4YMHAKOT Yepes
3-5 gHen nocne oKoHYaHWA neveHuns umknodochamu-
OOM Ans nepopaneHoro npuema unm vyepes 10 gHen —
umknodocaMnaomM Ans BHYyTPMBEHHOTO BBefeHus. [Ans
noanepXkaHusi pPEMUCCUN TaKKe MOXHO WCMOoNb30BaTb
MeToTpekcaT (ypoBeHb [oKasaTenbHocTM 2B, ypoBeHb
pekomeHgauum B) nogkoxxHo B pose 0,3—-1 mr/kr Ha
BBeaeHue (MakcumansHo 30-40 mr/Hen) 1 pas B Hep unm
UUKITOCTIOPUH (YPOBEHb JoKa3aTenbHOCTU 4, ypOBEHb
pekomeHaauum D) B fo3e 3—5 Mr/Kr B CyT pa3aeneHHo
Ha 2 npuemMa, unu MukogeHonama mogpemusn (ypoBEHb
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JokasaTtenbHocTn 3, ypoBeHb pekomeHaauuu C) B fose
600 mr/m? 2 pasa B cyT. Takke NpogornKkalT npuem per os
aueTuncanuuunoBomn kucnotbl 1-2 mr/kr 1 pas B cyT unu
avnupugamona 2,5 Mr/kr 2 pasa B CyT.

B cnyyae paseumusi cepbe3H020 060CcmpeHUs Ha
(hoHe nopaepxmBatolelt Tepanuu NPOBOAST OAHOKpaT-
HOe BHYTPMBEHHOE BBefdeHue uuknodocdammaa B 4o3e
750-1000 mr/mM2, ecnv npeaBapuTeNibHO MPUMEHSCA
umknogocamma Ana nepopanbHOro npuema Ans MHAOYK-
umm pemucenn. Jleyenne umknodochammoom CoveTaroT C
nynbc-TepanvMen MeTUINPEeHU30NOHOM BHYTPUBEHHO B
po3e 30 Mr/kr Ha BBegeHue (MakcumanbHo 1) B TeyeHune
3 OHel 1 exeaHeBHbIM ABYX06beMHbIM NNasmoobMeHOM
B TeueHune 5 unun 10 gHen.

Takke Npyv 06OCTPEHUN MPUMEHSIOT BHYTPUBEHHbIN
UMMYHOrNoBynvH 4YenoBeka HOpPManbHbIM, COAEpPXaLLnn
IgG, B go3e 2 r/kr Ha kypc u VB pumykcumab (ypo-
BEHb [JoKa3aTeNbHOCTK 3, ypoBeHb pekomeHgaumn C) unu
uHebnukcumab (ypoBeHb [oKa3aTenbHOCTU 3, YPOBEHb
pekomergauum C). MNpeanoyTutenbHee npUMEHeHWe pu-
Tykcnmaba.

TMpu paszsumuu nezkux obocmpeHuli u HecmoluKkoul
pemuccuu LuenecoobpasHo nepeknioyeHne Ha npenapa-
Tbl BTOPOW NUHWUW: MuKogheHorama mMoghemus (YpOBEHb
Joka3aTenbHocT 3, ypoBeHb pekomeHaauun  C), yuksio-
CrnopuH (YpoBeHb [0Ka3aTenbHOCTH 4, ypOBEHb PEKOMEH-
faumn D), vemompekcam (ypoBeHb AoKasaTenbHocTu 2B,
YPOBEHb pekomeHaauuu B).

Ans npocunakmuku nHeeMOuUCMHOU MHE8MOHUU
y NauMeHTOB C NOpaXeHWeM Nerkux, a Takke y geten, no-
nyvarwmx umknodgocgammg n putykcumad, npuMeHsaoT
ko-mpumokcazon (4D) B npocpunaktuyeckon nose 5 mr/kr
B CyT 1 pa3 B AeHb.

[o3bl MMyHOAENpeccaHToB, MX NOBOYHbIE APGEKTbI
npeacTasneHbl B 1abn. 4.

Xupypruyeckoe nevyeHue
MpoBoasrT:

< npoTe3npoBaHMe COCYyad0B;

< WYHTUPOBAHUE;

< TpaHCnaHTauuo noYex.

BEOEHUE NMALUUEHTOB

1. Bcem petam — odopmneHue cratyca «pebeHOK-WH-
Banua».

2. ObOy4yeHve Ha OOMy MoKasaHo AEeTAM, NOnyYatoLwmm
rmen.

3. Bo BpeMs nocelleHnst LWKOMbI HE MOKa3aHbl 3aHATUSA
husKkyneTYypor B 00LLel rpynne.

4. 3anstus JIOK B ctagum pemuccumn 60nesHn co cnewm-

anucToOM, 3HaKOMbIM C OCOOEHHOCTSIMU NATONOMMK.

MpoTnBONOKa3aHsbI:

BaKUMHaLMS;

BBEZEHWEe ramMma-rnobynuHa;

nHconsauusa (npebbiBaHne Ha COMHLUE);

CMeHa Knumara;

= nepeoxnaxaeHve (B TOM Yucrie KynaHue B BOAOEMAX);
= (hu3mnyeckne 1 NCUXMYeckne TpaBMbl;
= KOHTaKTbl C JOMALUHUMM XXMBOTHLIMU;
= [eyeHne MMMYHOMOAYNSATOPaMMu.
O6y4eHune 60nbLHOrO

BonbHOW 1 ero poauTenn AOMKHbI 3HATb 06 OCHOB-
HbIX KIIMHWYECKUX MpU3HaKax, xapaktepe 3abonesaHus,
¢hakTopax, nposouupytowmx oboctpeHne. OHM OOIMKHbI
ObITb AeTanbHO MHPOPMUPOBaHbl 060 BCEX OOCTOMH-
CcTBax U MOBOYHbIX 3hhekTax NeKapCTBEHHbIX CPEACTB
(NC), HeobxogumocTn perynsapHoro npuema npenapa-
ToB. CnefyeT MHCTPYKTMPOBATL BOMbHbLIX O BaXKHOCTM
TLWaTEeNbHOr0 PEerynsipHoro MOHUTOPMHIa NPOBOAUMON
Tepanuu. Mpn nosiBNeHNM NoBoYHbIX 3EKTOB NALUEHT
JOIMKEH 3HaTb O NOCeoBaTeNbHOCTU CBOMX OENCTBUIA
(BpemeHHoi oTmeHe JIC n obpalueHnmn k Bpady). Heob-
X0AMMO 00y4YeHne caMux NaumeHToB U UX poauTenen
HaBblkaM €XeOHEBHbIX TPEHUPOBOK, a TaKXe ynpaKHe-
HUSAM nevyebHoW PU3KYNbTYPHbI.

BepeHue naumeHToB
B CTaLlMOHaPHbIX YCIIOBUAX

CneunanuavpoBaHHas, B TOM 4MCIEe BbICOKOTEXHO-
norMyHas, noMoLlb OKa3blBaeTCcs B [AETCKOM peBMaTosio-
rMYeckoOM OTAENeHUn MEeAMLUHCKON opraHusauuu, rae
npegyCMOTPEHO Hanmuume:
= OTdeNleHUs aHecTe3vonorum 1 peaHuMaTonoruM Unm

6roka (nanatbl) peaHMMauun U UHTEHCUBHOW Tepa-

nmu;
= WUMMYHONorn4yeckon nabopaTopum C NPOTOYHbLIM Liu-

TocbyopumeTpom M obopynoBaHWeM LS onpenene-

HUS MMMYHOMOTMYECKUX MapKepoB pPeBMaTUYECKUX

bonesHen;
= OTAeneHus Ny4YeBOW AMarHOCTWKM, BKMOYast kabuHeT

MarHWTHO-PE30HaHCHOW W KOMMbOTEPHOW TOMOrpa-

¢hum c nporpammon Ans uccnefoBaHUs CycTaBOB;
= 3HAOCKOMWUYECKOrO OTAENEHMS.

[Momollb oka3biBaeT Bpay-peBMaTonor, COOTBeT-
cTBytowunn KsanmdukaumoHHeliM TpeboBaHuaM K cre-
umManuctaM C BbICLIMM U NOCIIEBY30BCKUM MeOULIVH-
CkMM © hapmaueBTudeckum obpasoBaHuem B coepe
34paBOOXpaHeHuns Mo crneunanbHOCTM «peBmMaTono-
rms» 06e3 npegbsBneHns TpeboBaHum K cTaxy pabo-
Tbl (Mpuka3 MuH3gpascoupassuta Poccumn ot 7 mnons
2009 1. Ne 415H € M3MEHEHUAMU, BHECEHHBIMUW NPUKa30M
MwuH3agpascoupassuTus Poccumn ot 26 gekabps 2011 .
Ne 1644H; MNpukas Munsgpascoupa3sutns Poccun oT
23 monst 2010 r. Ne 54 1H).

O6cnedosaHue u nedyeHue mayueHmos npoeodumcs 8
coomeemcmeuu co cmaH0apmom creyuanusuposaHHol, 8
Mm.Y. 8bICOKOMEXHO02UYHOU, MeOUUUHCKOU rnomowju 60o7sib-
HbIM C CUCMEMHbIMU 8acKynumamu 8 ycrogusix cmauyuoHa-
pa unu OHeeHO20 cmayuoHapa.
= [eTdM C BbICOKON U CpefdHewn CTeneHblo akTUBHO-

cTM BonesHu crneuvanu3npoBaHHas MeAMLUMHCKas

MOMOLLIb OKa3bIBAETCS B YCIMOBUSIX KPYrrOCYTOYHOIO

cTauuoHapa;
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Ta6nuua 4. [103bl, N0604HbIE 3hheKTb UMMYHOAENPECCAHTOB. MOHUTOPUHT GONbHBLIX
‘ MokasarTenb Linknodoccamug AszaTtuonpuH MukodeHonata modpeTnn LinknocnopuH MeToTpekcar
Hosa Per0s: 2-3 mr/kr 1 pa3BcyT — | Peros: 0,5-2,5 mr/kr 1 pa3 | Peros: 600 mr/m? 2 pasa B Peros: 3-5 Mr/kr B CyT, Per os i1 nMogKoXHo:
2-3 mec BHyTpuBeHHO: B CYyT — B TeyeHue 1roga | cyT pasgeneHHble Ha 2 npuema | 10-15 mr/m? 1 pas B Hef
0,5-1,0 r/M? — exxemecsa4HO nbonee
Mo6oyHble JlenkoneHus Hncnencuyeckune saeneHuns | Muenocynpeccus HapyleHune dyHKunm MnenoToKCUYHOCTb 1
aheKThI [emopparmyeckmm LMCTuT [enaToOTOKCMYHOCTb Octpas anapes noyek WMHTepCTMUMArbHbIN
O6patumas anoneuusi Cbinb ®rnbpos nerkmx ApTtepuarnbHas MHEBMOHUT (PUCK
Becnnoguve JlenkoneHus rmnepTeH3nd CHWXaeTcs npu npueme
Jlenkemus, numdoma [enaToTOKCUYHOCTb donuneson KUCNOTbI)
MepexogHo-kneToyHas Tpemop O6patrmoe noBeblLLEHNE
KapuMHOMa MOYeBOro Mny3blps lMnepnnasus gecex ANT, ACT
MnepTpmxo3 dunbpo3s neveHun
Jiumcpoma
KymynatusHas | He onucaHbl Ans OHKOMOrmm He onncanbl He onucaHsbl He onncanbl He onucaHsbl
TOKCHYecKas 500 mr/kr ansg asoocnepmMmmm
[osa
KnuHnyecknin KnuHnyecknin aHanms KpoBu KnuHunyeckmn aHanna KnuHunyecknin aHanna Al — 1pa3BHeq [o nevenwns:
MOHWUTOPWHT — 1 pas BHef BO BpeMmsi KpoBu — 1 pa3 BHeq B KpoBn — 1 pa3 B2 Heq OcCHOBHbIe Noka3aTtenu peHTreHorpadus unm
Tepanuu (06bI4HO 2—3 Mec) TeyeHune 1 mec nevenus, B TeYEHe nepBbIX 2 Mec (OYHKLUN NEYEHN U KT rpyaHoi kneTku,
OueHka pyHKUMM NoYeK 1 3aTeM 1 pa3 B 3 MecC neyexus, 3atem 1 pasB noYyex (c pacyeTom KNMHUYECKUI aHanm3
neYyeHu OO Havamna nevyeHus, Mec CKOPOCTM KIyBOYKOBOW kposu, AT, ACT
3atem 1 pa3s B mec OcHOBHble NokasaTtenu unsTpaumm) — go Havyana | Bo Bpems neveHus:
(hYHKLMM NeYeHn nnovek | nevexus n 1 pas B mec KNMHUYECKUIN aHanun3
1pa3Bwmec Buoncusa noyvku kaxxable kposu, AT, ACT— 1pas3
3roga B2Hen
BpemeHHas CHuautb go3sy go 250-300 CHuxeHue yncna CHwxeHue yncna Mosbiwenne AJT, ACT, Mosbiwenne AT, ACT
oTMeHa n/mnm MI/M? PV NoYeYHOM HeuTpodmnos < 1,5 x HenTpodunos < 1,5 x KpeaTWHWHa, MOYEBUHbI BblLLe pedpepeHCHbIX
CHWXeHne Uy Ne4YeHOYHON 10%/n u/wnu TpomGounTos | 10%n u/vnu TPOMGOLIMTOB | Bbillie pedepPEeHCHbIX 3Ha4YeHun
[03bl HeJoCTaTO4HOCTHU <150 x 10%n <150 % 10%n 3HAYEHUN CHwXeHune yncna
CHwxeHve yncna 3HaunTenbHble No6oYHble | CHkeHue uncna HelTpodunos
HenTpodunos < 1,5 x 10°%/n n/ abdekTbl co cTopoHbl XKKT | HerTpodunos < 1,5 x < 1,5 x 10%n u/vinu
unu TpoMoboumnToB 10%n w/vnu TpoMGOLUTOB | TPOMGOLIUTOB
<150 % 10%n <150 % 10%n < 150 % 10%n unv npm nx
femaTypus ObICTPOM CHVXKEHUN
Pa3suTne nHoexkuuni
[ucnencuyeckne
SIBNEHNS (TOLLHOTA,
E pBoOTa, Anapes)

BWHBOLO0D 319HHIAL0TOd U LMNdILdVULIOL NIF90oiLAEA



PEBMATUYECKUE BEONE3HU Y OETEU

= [eTsM C HU3KOW CTeneHbld aKTUMBHOCTUM U PEMUCCU-
el bonesHn cneumanuaMpoBaHHas MeAuUMHCKash no-
MOLLIb OKa3bIBAETCS B YCMOBUSAX KPYrNOCYTOYHOrO U
AHEeBHOro cTaumoHapa.
lpodomkxumenbHOCMb fleYeHUs nayueHma 8 cmayuo-
Hape — 42 gHs.
lpodomkumensHocmb neYeHUs nayueHma 8 ycrnosusix
OHegHOo20 cmayuoHapa — 14 gHen.

BeneHne naumeHTa, nonyvarowero nNpoTUBOpEB-
MaTuyeckue npenapartbl, UMMyHOL4enpeccaHTbl u/
wnu TNBIN

Mo Havyana neveHus ecem nayueHmamMm — nposefe-
Hue peakunn ManTty 1 KT rpyaHoOn KNeTkn Ans UCKoYe-
Hu1a Ty6epkynesa.

Bo epems neyeHus.
= [ayueHmam, foayvaruum umMmyHoodenpeccaHmsol, —

npoBefeHve peakumm Manty un KT rpygHon kneTtku 1

pas B rog;
= nayueHmam, nomydarowum MBI, — npoBegeHune pe-

akumn ManTy u KT rpygHon kneTku 1 pas B 6 MecsLEB.

Aneopumm Odelicmeull npu ebisiesieHUU my6epky-
ne3Hol uHghekuuu

[pu ebigeneHUU NONOKUMENbHbIX MybepKynuHO8bIX
npob (peakumst MaHTy: nanyna > 5 mm):
= HampaBrfeHWe Ha KOHCynbTauui K Bpady-ptuavatpy

LNs pelleHns Bonpoca O npoBefeHumn [uackunHTecTa,

Ty6epkynmHoBbIX NPo6 C pasBefeHveM, KBaHTUdEPO-

HOBOTO TeCTa W HasHa4yeHun cneundmnyeckon XMMmo-

Tepanuu Npv HanMyMn NoKasaHun.

lpu ebisigrieHUU akmueHo20 MybepKynes3Ho20 rpo-
yecca:
= MeToTpekcaT u MBI oTMeHNTD;
= HabntogeHue y hTusnatpa;
= npoBefeHune creumdunyeckon NnpoTmeoTybepKynes-

HOW XMMMoTepanuu;
= KOHCyNnbTauus MO BOMPOCY KOPPEKLMM NMPOTUBOPEB-

MaTWU4yecKoi Tepanuu B peBMaToSIOrM4eckom OTAerne-

HAW, UHALMMPOBABLUEM fleYeHWe MMMYHOAENpPeccaH-

TOM U/vnn F'MBIT.

B cniyyae mybepkynesHol uHgekyuu 6e3 oyaza:
= [WBI oTMeHUTb;
= revYeHne MeToTpeKkcaTtoM B CTaHAApTHOW [03e Mpo-

LOIMKNTB;
= HabntogeHue y hTnsnaTpa;
= npoBefeHune crneumdunyeckon NnpoTMBoTybepKynes-

HOW XMMMOTEPanmu B Te4eHne 3 MecsiLieB;
= peLlleHne Bonpoca O BO30OHOBMeHUM Tepanuu BT

NpVYHUMaeTCs B Cneuuanvu3npoBaHHOM peBMaToro-

rMYeckoM CTauuoHape, MHULMUPOBABLUEM Tepanuio,

rnocrne npoBefeHuss Kypca crneumguyeckon XxmmuoTe-
panuu u paspeLueHust ptmamaTpa.

BeneHuve nauyueHTa, nonyvarowero putykcumat
Bcem nmayueHmam npu Ha3Ha4YeHUU PUMYyKcu-
maba:
= KO-TPMMOKCA30m + TPUMETONPUM per 0S B Npodunak-
TUYEeCKON [o3e 5 MI/KI B CyT — MOCTOSIHHO Ha BpeMst

nevyeHus, a TaKkxe B TeueHue 1 rofa nocne ero OTMeHb.

Llenb — npodmnaktuka NHEBMOLMCTHON MHAEKLMN.

B cny4ae nosienieHusi kamapasnbHbIX f8/1eHul, JIUXO-
padku u nodKalwueaHus.
= OTMEHWTb NMAHOBOE BBEAEHME pUTyKCumaba;

« KT nerkux ans uckn4eHns OCTPOM MHTepcTUUMalb-

HOW MHEBMOHWY;
= ceporornyeckoe uccnegoBaHve Kposu — onpeje-

feHVe aHTUTen K NHeBMOLMCTaM, XNaMuamusM, MUKO-

nnasmam, BMpYycy npocTtoro repneca, LUMB, Bupycy

OnwTenHa—bapp;
= WCccCrnefoBaHMe acnupara, MOKpoThl (Mpy ee Hanuuum)

ANS onpefeneHns aHTUreHoB XnaMuguii, MUKonnasw,

MHEBMOLIUCT;
= 1CCrnefoBaHMe CrtoHbl U MOYK, KPOBM METOAO0M MO-

NMMMepasHON LeMHON peakuun ANs BbiBNEHUS aKTUB-

HOW pennukKauumn BMpPycoB NpocToro repneca, LIMB,

OnwTtenHa—bapp.

B cny4ae ocmpol uHmepcmuyuanbHOU MHEBMOHUU
no daHHbIM KT (ewje o nonyyeHusi pesysnbmamos sa-
6opamopHbIx uccnedosaHull):
= OTMEHUTb NNaHOBOE BBEAEHUE pUTYKCUMaoba;
= KO-TPUMOKCa30n + TPUMETONPUM BHYTPUBEHHO B

aose 15 mr/kr B cyT (N0 TpMMeTOnpuMy) B TeYeHue

14-21 gHs;
© KNapuUTPOMULUH BHYTPUBEHHO B f03€ 15 MI/Kr B CYT B

TeveHne 14-21 gHs;
< LedTprakcoH BHyTpMBEHHO B Ao3e 20-80 mr/kr B cyT

B TeueHne 14 gHen.

B cnyyae akmueHoU 2cepnemuyveckol, LMB, 3n-
wmeiiHa-bapp eupycHol uHgekyuu.
= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;
= auUWKNOBMP BHYTPMBEHHO B fo3e 5-10 mr/kr Ha BBeae-

HUe Kaxable 8 4, unm
= raHUMKNOBMP BHYTPMBEHHO B A03e 5 MI/Kr Ha BBefe-

Hue Kaxpable 12 4 B TeyeHune 14-21 gHs;
= YernoBeYyecKUn HOpManbHbI BHYTPUBEHHLIN UMMY-

HornmoOynuH, copgepxawwmn IgG, BHYTPUBEHHO B A03€e

0,2-0,5 r/kr Ha KypcC.

B cnyyae cencuca:
= OTMEHWTb NNAHOBOE BBEAEHME pUTYKCUMaba;
= aHTMbakTepuanbHble npenapaTbl LUMPOKOrO CrnekTpa

[eicTBUA BHYTPUBEHHO: LedTpmakcoH B gose 20-80

MI/KF B CyT + amMKaUMH B Jo3e 15 Mr/kr B CyT unu He-

TUNMULKH B fo3e 5-7,5 Mr/Kr B CyT.

lpu HeaghcbekmusHoCcmMU:
= MeponeHeMm BHyTpuBeHHO B fo3e 10—20 mr/kr B CyT;
= uedonepas3oH + cynbbaktam BHYTPMBEHHO B [03€

40-80 mr/kr B cyT;
= YenoBeYeCKUN HOpMarnbHbIN BHYTPUBEHHBIN UMMYHO-

rmobynuH, cogepxawwmi IgA, IgM, 1gG, BHYTPYBEHHO B

Jo3e 5 Mn/Kr Ha Kypc B TedyeHue 3 nocrnefoBatesibHbIX

OHei. Heob6xoamMmMocTe MOBTOPHOIO Kypca 3aBUCUT OT

KIIMHUYECKOro TeYeHust 6onesHu.

B cnyyae UHGheKyuu KOXHbIX MOKPO80E8 U MOOKOX-
Ho-)xuposol knem4yamku (yennronum):
= OTMeHWTb NNaHOBOE BBEeAEHUE pUTyKCumMaba;
= HabniogeHue xupypra;
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= MecCTHas Tepanus;

= aHTMbakTepuanbHble npenapaTbl LUMPOKOro Chnek-

Tpa AencTBuUSA (aMOKCULUMNUH, LedanocnopuHbl

3-ro unn 4-ro NOKOJIEHUA BHYTPUMBbILLEYHO UMK

BHYTPUBEHHO).

B cnyyae uHgpekyuu moyeebigoosiujux nymeu:

OTMEHUTb MNaHOBOE BBEAEHNE PUTYKCMaba;

GakTepuonornyeckoe UCCNefoBaHMe MOYY;

aHTubakTepuanbHble npenaparsl;

ypocenTuku.

Mpu ocmpoti unu o6ocmpeHuu XPoOHU4eCKoU UHGEK-

uyuu.

= OTMEHWTb NNTAHOBOE BBEAEHWE pUTYKCUMaoba;

= B0300HOBMEHME Tepanuu He paHee 4yem vepes 1 He-
[Ento nocne BbI3AOPOBMEHMS.
B cnyyae momanbHO20 CHUXEHUSI CbIBOPOMOYHO20

YPOBHSI 8C€X UMMYHO2/106y/1UHOE:

= OTMEeHWTb NIIaHOBOE BBEAEHUE pUTYKCUMaba;

= YenoBeyeckui HopMasbHbIA BHYTPUBEHHBIA MMMYHO-
rnobynuH, cogepxawwmi IgA, 19G, IgM, BHYTPMBEHHO B
Jo3e 2-8 Mn/Kr Ha Kypc ¢ uHTepBanom 1 mecsu. Ecnu
He JoCTuUraeTcs A0CTaToYHbIA ypoBeHb 1gG, nnm npo-
MCXOZMUT ObICTPOE €ro MOHWKEHWE, 003y MOXHO yBe-
nMunTb A0 16 MN/Kr UM COKpaTUTb MHTEPBAN MeXay
NHAY3NAMN.
B cnyyae nelikoneHuu u HelimponeHuu c abcosirom-

HbIM Yucsiom Helimpogbusnoe < 1,5 x 10%r:

= OTMEHWTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBEJEHME TpaHyfouMTapHOro KONOHUECTUMYNU-
pytoLLero caktopa (cunrpactm) MOLAKOXKHO B A03€
5-10 mkr/kr Ha BBegeHue B TedeHue 3-5 gHen, npu He-
06xoauMocTn — ponblue, 4O NOSIHOWM HopManu3awum
yucna nenkounMToB U HEMTPOGIUIIOB.
B cnyyae ¢hebpunbHoll HelimponeHuu (Helimpone-

Husi, conpoesoxdaemasi luxopadkoli):

= OTMEeHWTb NJIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBeJeHMe T[paHynouuTapHOro KONOHUEeCTUMYNU-
pytoLero caktopa (cunrpactum) MOLAKOXHO B A03€e
5-10 MKr/Kr Ha BBeeHWe B TedeHne 3-5 gHen, npu He-
06xoauMocTn — ponblue, 4O NOSIHOM HopManu3awum
yycna nevkounMToB U HENTPOUIIOB;

= uedTprakcoH BHyTpuBeHHO B f03e 20-80 mr/kr B CcyT
[0 BOCCTaHOBSEHUS NeKoLuMTapHon hopMynbl U npe-
KpaLleHUsi NIXopaKu.

BepeHuve nauuneHTa, nonyyawLiero nHpnukcumao
lMeped nposedeHueM uHgy3uu uHaukcumaba:

© KOHTPOJIb KITMHUYECKOrO aHann3a KpoBUW: NPU CHU-
XXEHUW yucna nevkounToB, HewWTpodunos, Tpombo-
LMTOB UH(Y3NIO OTNIOXUTL OO HOpManu3auuu no-
KasaTenewm;

= KOHTPONb BUOXMMMYECKOro aHanu3 Kposu (0bLwmi
6enok, 6enkoBble opakLUmM, MOYEBMHA, KPEATUHMH,
OunupyOuH, Kanun, HAaTPUI, MOHU3NPOBAHHbLIN Karb-
umia, ANT, ACT, I'TT, wenoyHas ocdartasa): npu NoBbI-
weHun ypoBHs AJlT, ACT, bunupybuHa, KpeaTuHuHa,
MOYEBVHbI UHAY3UIO OTNOXUTL OO HOpManu3auuu
rnokasaTenem.

Y3ENKOBbIW NONUAPTEPUMUT U POOCTBEHHBLIE COCTOAHUSA

Mpu pa3zsumuu annepauyvyecKux peakyuu:

= MECTHbIE MHBEKLIMOHHBIE peakuuu: Tepanuio Npoaorn-
XUTb NOA KOHTPONEM Bpaya-peBmaTtonora;

= CUCTEMHbIE annepruyeckne peakuun: nHgpIkcrmab
OTMEHWTB.
lMpu nosieneHuu 8 cbIBOPOMKe KPO8U aHMUHYKIIe-

apHozo ¢hakmopa u/unu aumumen k JHK Ha ¢poHe

mepanuu.

= UHPIMKCMMab OTMEHUTD.
lMpu ocmpoli unu obocmpeHuu XPOHUYeCKOU UH-

dekyuu.

= OTMEHWTb NMAHOBOE BBeAeHMe MHNMKcMmMaba;

= BO300HOBMEHWE Tepanuu MHPIMKCMMaboM He paHee
YyeMm yepe3 1 Hefenio nocne BbI3AOPOBMEHUS;

< pv NPUMEHEHNN MHNMKCMMaba MakcrmarnbsHasa anu-
TeNIbHOCTb MNepepbiBa Mexay NHy3nsmu — 12 He-
penb. B cnyyae nepepbiBa 6onee 12 Hegenb MHMMUK-
cumab OTMEHWTb B CBSA3M C BbICOKUM PUCKOM pasBUTUSA
aHaunakTUYeCKon peakumn.

BepeHve nauMeHTOB B aMOynaTopHo-
NONMUKNUHUYECKUX YCITOBUAX

AMBYNaTopHO-NONMKIIMHWYECKAs MOMOLLb OKa3blBa-
€TCs B AETCKOM PEBMATONONMYeckoM KabuHeTe.

[Momollb oka3biBaeT Bpay-peBMaTonor, COOTBeT-
cTBytOLWMIN KBanudukaunoHHbiM TpeboBaHuaM K crie-
unanuctaMm C BbICLUMM U MOCIIEBY30BCKMM MEOULIMH-
CkMMm U1 hapmaueBTnyecknm obpasoBaHnem B cdepe
34paBOOXpaHeHns No cneumnanbHOCTU «pPeBMaToNo-
rms» ©e3 npeabsiBneHuss TpeboBaHUM K cTaxy pabo-
Tbl (Mpuka3 MuH3gpascoupassnuTus Poccumn oT 7 nonsg
2009 1. N2 415H C U3MEHEHUAMU, BHECEHHLIMU NPUKA3OM
MuH3gpascoupa3suTust Poccumn oT 26 gekabps 2011 .
Ne 1644H; Npukas MuHsgpascoupassutna Poccumn ot
23 mions 2010 r. Ne 541H).

BepeHue nayueHTa, nonyyvarowero MK nivnu nmmy-
HOAenpeccaHThl

Ocmomp epadyom-peemamosnioeom — 1 pa3 B mecsl,.

KnuHuveckull aHanu3 kposu (KOHLUEHTpauus reMormno-
OuvHa, YnNCro 3pUTPOLIMTOB, TPOMOOLMTOB, NENKOLIMTOB,
nenkountapHas dopmyna, CO3) — 1 pas B 2 Hegenw.

KnuHnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmpornb 6uoxumudeckux nokasamenel (06Lwunn
Oenok, 6enkoBble hpakyMm, MOYEBUHA, KpEeaTUHWH,
OMNMpyOUWH, Kanun, HaTPUN, NOHN3NPOBAHHbIN Kanb-
umni, ANT, ACT, I'TT, wenoyHoi ¢ocarassl) — 1 pa3 B
2 Hepenu.

KoHmpornb ummyHonoauyeckux nokasamesel (CPB; no
nokasaHusMm — IgA, IgM, 1gG, AH®) — 1 pas B 3 mecsua.

OKI— 1 pa3 B 3 mecsua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 MecsaLueB.

lnaHoeass eocnumanusayusi 8 pesmMamosioaudeckKoe
omdeneHue — 2 pasa B rof 4S8 NpoBeAeHNs MOSIHOro
obcrnenoBaHusa 1 KOppekuun Tepanuu.

BuennaHoeasi eocnumanu3ayusi — B cnyyae obocTtpe-
Hus 3aboneBaHms.
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Anzopumm delicmeull npu usmMeHeHuu sabopamop-
HbIX MOKa3amesneu

B cnydae cHuxeHus 4ucna nelikoyumos, apumpouyu-
moe, mpomboyumo8 HUXe HOPMbI.
= MMMYyHOZENPEeCccaHTbl OTMEHUTb Ha 5-7 aHen;
= [locne KOHTPONBHOrO aHanm3a KpoBK Yepes 5-7 AHeNn:

— npu HOopManu3auuu nokasatenen BO30OHOBUTb
npuem npenapara;

— MNPUW COXPaHSOLWUXCA U3MEHEHUSAX — KOHCYMb-
Taums pesmaTonora, npu HeobXogMMOCTM ro-
cnutanuaauus.

[pu nosbiweHUU ypo8HS MOYe8UHbI, kKpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuwie HOPMbI.
= VMMYyHOZENpPeccaHTbl OTMEHUTb Ha 5—7 AHEW;
= MOCME KOHTPOJIbHOMO aHanu3a KpoBu Yepes 5-7 oHew:

— npyv HOpManua3aumu nokasaTtenen BO30OHOBUTL
npvem npenapara;

— NPU COXPaHSIOLWMXCS U3MEHEHWUSX — KOHCYynbTa-
uMa peemaTonora, npyM HeobxogMMocTn rocnu-
Tanusauyus.

BepeHue nauueHTa, nonyyarLiero putykcumab

Ocmomp spavom-pesmamono2om — 1 pas B 2 Hefenu.

KnuHuyeckuli aHanu3 kposu (KOHLEHTpauus remorso-
Ou1Ha, YnCno IPUTPOLNTOB, TPOMOOLIMTOB, NENKOLUTOB,
nenkouutapHas copmyna, CO3) — 1 pa3s B 2 Hegenw.

Knurnuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmpornb 6uoxumuyeckux nokasamened (obwun 6e-
nokK, 6enkoBble hpakumm, MOYEBMHA, KpeaTUHUH, bunu-
PYOWH, Kanuii, HaTPUn, MOHU3MPOBAHHBIA Kanbuun, AJIT,
ACT, ITT, wenoyHas ¢octatasza)— 1 pa3s B 2 Hegernu.

KoHmponb ummyHonoeudyeckux nokazameseu (IgA,
IgM, 1gG, CPB, PO, AH®) — 1 pa3 B 3 mecsua.

OKI— 1 pa3 B 3 Mmecsaua.

Y3U 6prowHol nomocmu, cepdua, noyek — 1 pa3 B
6 MecsaueB.

lnaHosass e2ocrniumanu3ayusi 8 PesmMamonocuyeckoe
omdeneHue — 2 pasa B rog Ansi NpoBeAeHust NOMHOro
obcnegoBaHys U KOppeKL KN Tepanuu.

BHennaHoeas eocriumanusayusi — B crniyyae obocTpe-
HUst BonesHu.

Anzopumm delicmeuli npu usmeHeHuu nabopamop-
HbIX MOKa3ameJsiel, Mosie/ieHUU CUMNMOMO8 pecnupa-
mopHol UHgheKkyuu, uxopadku

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcosmomHbIM
yucnom Hetimpoghurnos < 1,5 x 10%/r:
< MponycTUTb MNaHOBbLIA NpUeM WMMYyHoLenpec-

CaHTOB,;
= KOHCyNbTauusi B CNeumanM3upoBaHHOM peBMaTonor-

YECKOM OTAENeHUN, MHULMMPOBABLLEM Tepanuio pu-

Tykcmabowm;
= BBeJEHWEe TpPaHyrnouUTapHOro KOJIOHUECTUMYIK-

pytoLero caktopa (cunrpactm) MOAKOXKHO B A03€

5-10 MKr/kr Ha BBeadeHuWe B TevyeHue 3—5 OHeWn, npu

HeobxoaMMOCT — [JOMblue, A0 MOJSHOW HopMmanu3aa-

LM Yncna NenkounToB Y HEMTPOOUIIOB.

B cnyyae ¢ebpunbHol HelimponeHuu (HelmpomneHus,
conposoxdaemas nuxopadkol):

= MpOMyCTUTb MNaHOBbIV NPUEM NMMYHOAENPECCAHTOB;

= BBeJEHVE T[PaHynoUUTApPHOrO KOMOHUECTUMYNK-
pytoLero caktopa (unrpactim) MNOLAKOXHO B A03€
5-10 mkr/kr Ha BBegeHWe B TeueHne 3-5 aHen, npu He-
obxoanMocTM — fonblie, 40 NOSHOW HopManu3aumm
yncna nemkoumMToB 1 HEMTPOGIUIIOB;

= Ha3HayeHue aHTWOaKTepuanbHbIX MpenapaToB LUMPO-
KOro cnekTpa OencTBus And npefoTBpalleHus pas-
BUTUSI HEUTPOMEHNYECKOrO cencuca (LedTprUakcoH B
no3e 50-100 Mr/kr B CyT BHYTPUMBILLEYHO WS BHY-
TPUBEHHO);

= CpoyHas rocnuWTanu3auus B AETCKOE peBMaTosiornye-
ckoe oTaeneHue enepansHOro LeHTpa, UHULMMPO-
BaBLLErO TEPaNu pUTYKCMMaboMm.
[lpu noebiweHuU ypo8HS MOYEe8UHbI, kKpeamuHuHa, AJTT,

ACT, ITT, bunupybuHa 8biuie HOPMbI.

= MNponNyCcTUTb MMAHOBLIN NPUEM WMMYyHOAENpec-
CaHTOB;

= KOHCynbTauus B CneuuanvM3npoBaHHOM peBMaTonoru-
YeCKOM OTAENEHUN, VHULMMPOBABLLEM Tepanuio pu-
TyKCmabowm;

= B0300HOBNEHWE nNpuemMa UMMYHOLENPECCAHTOB MO-
Ccrne Hopmanusauun nokasaTenemn.
B cnyyae kamapanbHbix si81€HUU, fluxopadKu:

= MponyCTUTb NJIAHOBbLIN NPUEM UMMYHOOENPECCAHTOB;

= KOHCynbTauus B CneuuanvM3npoBaHHOM peBMaTonoru-
4YeCKOM OTAENeHUN, VHULMMPOBABLUEM Tepanuio pu-
Tykcumabowm;

= KT nerkux Ansa UCKNIOYEHUS MHTEpCTUUMansHon (atm-
MUYHON) MHEBMOHMM (Ha paHHEM 3Tane NpoTeKaeT, Kak
npasuno, 6eCCMMNTOMHO, C NocrneaylWwUmM pasBUTUEM
AblXxaTenbHOM HEAOCTAaTOYHOCTW);

= Has3HayeHue KOo-TpMMOKcasona + TpuMeTonpuma B
fose 15 mr/kr B cyT, KnaputpomuuuHa B gose 15 mr/kr
B CyT, uedtpuakcoHa B go3e 50-100 mr/kr B CyT BHY-
TPUMbILLIEYHO VN BHYTPUBEHHO;

= CpoYHas rocnutanu3auus B AETCKOe peBMaTtosiornye-
CKOe oTaeneHune defepanbHOro LEeHTpa, UHULMUPO-
BaBLUEr0 Tepanuio pUTykCMmMabom.

BepeHue naumeHTa, nonyyatouiero uHcnMkcumao

Ocmomp spavom-pesmamornozom — 1 pa3 B Mec.

KnuHuveckul aHanu3 Kkposu (KOHUEHTpauus remormo-
Ou1Ha, YnCcno apUTPOLMTOB, TPOMOOLIMTOB, NENKOLUTOB,
nenkouuTapHas copmyna, CO3) — 1 pa3 B 2 Hegenw.

KoHmponb 6uoxumuyeckux noka3amesel (MOYeBUHa,
KpeaTuHuH, 6unupyouH, ANT, ACT) — 1 pa3 B 2 Hegenu.

KoHmponb ummyHonoeudyeckux nokazamenel (CPB,
P®) — 1 pa3s B 3 mecsua; AH®, aHTuTena K gBycrnupans-
Hon [JHK — 1 pa3 B 6 mecsueB.

OKI — 1 pa3 B 3 Mmecsua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pa3 B
6 mecsueB.

lnaHosass eocnumanu3ayusi 8 pesmMamosioauyecKoe
omderneHue — 2 pasa B rof A58 NpoBeAeHUs NOSIHOro
obcnenoBaHus U KOppeKLMKn Tepanuu.

BHennaHogasi eocriumarnu3ayusi — B crnydyae obocTpe-
HWsi BonesHu.
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Anzopumm delicmeuli npu u3MeHeHuuU sabopamop-
HbIX MoKa3ameJsiel, Mosie/ieHUU cuMNMoMO8 pecrnupa-
mopHoU uHgeKkyuu, nuxopadku, aanepauyeckux peax-
yusix

lpu cHUXeHUU 4Yucna nelKoyumos, 3pumpoyUMmos,
mpomboyumoe HUXe HOPMbI.
= MNponyCcTUTb MNaHOBbIA MPUEM UMMYHOAENPECCAHTOB

N MHNMKCUMaba;
= [0Cne KOHTPOMbHOrO aHanuaa KpoBu Yepe3 5—7 aHeln:

— npu HOopManu3auuu nokasatenen BO30OHOBUTb
npUMeHeHne NpenapaTos;

— MpY COXPaHALLNXCA U3MEHEHUSAX — KOHCYnbTa-
uus peBmatonora, Npu Heobxo4nMocTK rocnuTa-
nnsauyus.

[pu nosbiweHuUU ypo8HS MOYe8UHbI, kKpeamuHuHa, AJTT,

ACT, 6unupybuHa ebiiie HOpMbI.
= MponycTUTb MNIaHOBbIA NPUEM MMMYHOLENPECCAHTOB

N MHNMKCUmaba;
= KOHCynbTauus B Cneunanu3npoBaHHOM peBMaTonoru-

YECKOM OTAENEHUN, VHULMMPOBABLUEM TEpanuio MH-

dnmkcumabowm;
= BO0300HOBMNEHNE BBEAEHMS NpenapaToB nNocne Hopma-

nm3aunm BMOXMMUYECKUX MOKa3aTenemn.

lMpu ocmpod unu obocmpeHuu XpPOHUYECKOU UH-
dekuuu:
= MponycTUTb MIIaHOBbIA NPUEM MMMYHOLENPECCAHTOB

N MHNMKCUmaba;
= B0300HOBMEHME Tepanuu He paHee 4Yem vepe3 1 He-

L€MKo nocne BbI3AOPOBEHMS.

lpu paseumuu annepaudyecKkux peakyul Ha UHbeKyuu
(uHgby3uu) uHeubumopose ®HO-a unu abamauyenma:
= MECTHbIE UHBEKLMOHHBIE peakumu: Tepanuio Npoaon-

XWTb NOA KOHTPOSIEM Bpava-peBMaTonora;
= CUCTEMHblE annepruyeckme peakumun: MHpIKcmao

OTMEHUTD.

MOKA3AHUA K TENEMEOULUNHCKUM
KOHCYJIbTALIUAM

1. OueHka nokasaHui gna rocnMtanu3aunyM naumeHTa
B peBMaTtofiornyeckoe oTaeneHue peaepanbHoro
LeHTpa.

2. KoHcynbraums TsbkenbiX NaLMeHTOB NS PELUEHUS| BO-
npoca 0 HeobXoAMMOCTU 1 6e30NacHOCTN TpaHCMop-
TUPOBKN 6ONbHOTO B dhefepanbHblii LIEHTP.

3. KoHcynbTauust nayneHToB 6e3 ycTaHOBMNEHHOMO Aua-
rHO3a C MOLO3PEHNEM Ha Y3ENKOBbIA NONNapPTEPUNT.

4. KoHcynbTraumsi HeTpaHcrnopTabenbHbiX OO0MbHbIX A4S
peLUeHnst BONpoca o AWarHOCTUKE U NIeYeHNN.

Y3ENKOBbIW NONUAPTEPUMUT U POOCTBEHHBLIE COCTOAHUSA

5. KoHcynbTaums ans pelleHus sonpoca 06 nHuumauum
Tepanun WBI npu HeatheKTBHOCTU Tepanum NMMY-
HOZEenpeccaHTamn B Te4YeHne 3 MecsILEeB.

6. KoHcynbTaums Ans pelleHusi BOMpoca O Mepeknove-
HuM Ha gpyron T'VIBIN npu HeathdheKTUBHOCTM Tepanum
MBI B TeyeHne 3 mecsiLeB.

7. Koppekuusa Tepanuu npy HENEPEHOCUMOCTWN MNPOTU-
BOpEBMATUYECKMX NpenapaTos.

8. KoHcynbTaums GomnbHbIX, HYXOAOLWMUXCH B nannuaTuBe-
HOW MEeAULIMHCKOWM MOMOLLIN.

MPOPUNAKTUKA

MepesuyHas npogpunakmuka He paspaboTtaHa, no-

CKOIbKY 9TMOMOrMs OKOHYaTeNbHO HE yCTaHOBIEHa.
Bmopuy4Has npogpunakmuka BKIOMaeT KOMMMEKC

MEeponpusaTAi, HanpaBfieHHbIX Ha NpedoTBpaLleHne pe-

LMAanBoB 3aboneBaHus:

= [JucnaHcepHoe HabnogeHue;

= [OnMTenbHOE NPOBeAeHue noadepxuBarnllen Tepa-
nun, paspaboTaHHOW C y4eTOM MHAMBMAYaNbHbIX OCO-
BeHHOCTEN NaumeHTa v BapuaHTa 6onesHu;

= MOCTOSIHHBIN KOHTPOMb 6€30nacHOCTM NPOBOAMMOTO
neyeHns u npu HeobxoaMMOCTM ero KOPPEKLUS;

= obecnevyeHne oxpaHUTENBHOrO pexunma (orpaHuye-
HME NCUXO3MOLMOHASBHBIX U (PU3NYECKNX HAarpy3oK,
npu HeobxoanmocTn obyyeHne aeTen Ha Jomy, noce-
LLieH1e LIKOSbI NLWb MPWU MOTYYEeHUN CTONKON KITUHU-
Ko-nabopaTopHOW peMuUccum, orpaHM4YeHne KOHTakK-
TOB A9 YMEHbLUEHUS pUcKa pasBuUTUS MHAEKLMOHHbBIX
3aboneBaHuin);

= npegoxpaHeHne OT MHCOMSAUMM (MCMOMb30BaHUE COSH-
Le3aLlMTHbIX KPEMOB, HOLLEHWEe OdeXAbl, MakCUMasnbHO
3aKpblBatoLLel KOXY, FonoBHbIX YBOPOoB € Nonsmu, oTkas
OT M0E3[0K B PEMVIOHbI C BBICOKMM YPOBHEM WHCOMALIMNY);

* JCKNoYeHne npumeHeHuns YOO,

= BBefdeHWe ramma-rnobynuHa OCYLLeCTBNSETCH TONbKO
npuv abcontoTHbIX MOKa3aHUSIX.

ncxodbl UTMPOIrHO3

B oTnuume oT Apyrmx BackynuToB, TakKux Kak rpa-
HynemaTo3 BereHepa, npu y3enkoBOM nonuaptepuuTe
BO3MOXHO AOCTWXEHWe CTOMKOW ANUTENbHOW PEMUCCUMN.
B cTapwem Bo3pacTe HabngaeTca paHHee pasButue
atepockneposa. [1o pasHbIM gaHHbIM, CMEPTHOCTL NpU
y3ernkoBoMm nonuaptepuute cocrtasnset ot 1,1 no 10%.
MpuunHamn netanbHbiX WUCXOO0B ABNSOTCH WHCYIbTHI,
MH(APKT, ME3EHTEPUATbHBIA TPOMOO3.

CNUCOK PEKOMEHOYEMOW NUTEPATYPbI
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FPAHYJIEMATO3 BETEHEPA

METOOONOINMA

MeToabl, ucnonb3yembie gna cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue mMeToa0B, UCMOJNIb30BaHHbLIX ANS OLLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow ©a3on ans pekomeHgauuni SBNSOTCA
nybnukauum, Bowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe AN OLLEHKU KayecTBa
M CUNbl AOKa3aTenbCTB:
= KoHCeHcyC 3KCnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTogbl, ucnonb3oBaHHble AJISl aHanNU3a AoKa3sa-
TenbCTB:
= (O630pbl 0Ny6NMKOBaHHBIX METAaHaNM30B.
< Cuctematnyeckne o0630pbl ¢ Tabnuuamu gokasa-
TENbCTB.

OnucaHve mMeToAOB, UCMOMb30BaHHLIX AN aHanu-
3a oKasaTenbcTB

Mpn oTbope nybnmkaunin Kak NoTeHUManbHbIX UC-
TOYHMKOB [0Ka3aTenbCTB MCMONb30BaHHAA B KaXOoM
1ccnegoBaHWM METOAONOrMS M3yvaeTcs ANns Toro, YTo-
Obl ybeanTbcs B ee BanuaHoCTW. Pesynbtat usyveHus
BNUSET Ha YpPOBEHb A0Ka3aTenbCTB, MpUCBavBaeMblii
ny6nvkaumm, 4To B CBOK OYepeab BIMSET Ha CUMy peko-
MeHOauumn.

Ona MyuHMMM3aumMn noTeHumManbHbIX OWKNBOK Kaxaoe
uccnefoBaHve OLEeHMBanochb Hesasucumo. JlioOble pas-
nuymusa B oueHkax obcyxaanuch BCeli rpynmnol aBTopos B
MonHOM cocTtase. [1py HEBO3MOXHOCTU [OCTWXKEHNS KOH-
CeHcyca NpuBneKancs He3aBUCMMBbIN AKCMEPT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLui.

MeToakl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomeHaauum
= KoHceHcyc akcnepToB.

UHpukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKM
(Good Practice Points, GPPs)

PekomeHgyemas gobpokayecTBeHHas npaktuka 6asu-
pyeTcs Ha KIIMHUYECKOM OnblTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunmn.

JKoHOMMYECKUI aHanus3
AHanus cToMmoCTV He npoBoauncs un nybnukauum no
hapMako3KOHOMIMKE He aHanM3MpoBasUCh.

MeTtop Banuausaumm pekoMmeHpaLmm
= BHeluHss akcnepTHas oueHka.
= BHyTpeHHsIA aKcnepTHas OLeHKa.

OnucaHue meToAa Banuausaumm pekoMmeHgawumn

HacTtosiwme pekomeHgauum B npeaBapuTenbHON
Bepcun ObinNn peLeH3npoBaHbl HE3aBUCUMbIMU JKC-
nepTtamu, KOTOpbIX MPEeXAe BCEro MpoCurnv npoKoMm-
MEHTMPOBATb, HACKOMNbKO AOCTYMNHa ANA NOHUMaHWS
WMHTepnpeTauns gokasaTenscTB, fnexauias B OCHOBE
pekoMeHaauunn.

OT Bpayen NepBMYHOrO 3BEHa — AETCKMX peBMaTo-
NOroB — nonyyeHbl KOMMEHTapuM B OTHOLLEHWU OOXOA-
YMBOCTU U3NOXEHUSA JAHHbIX PEKOMEHOAUWNA, a Takxke
MX OLIEHKa BaXXHOCTW NpeanaraeMblX pekoMeHaaunn Kak
MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKN.

Bce KoMMeHTapuu, MosyyYeHHble OT 3KCMepToB, TLUa-
TeNIbHO CMCTEMaTM3MpOBanNMCb WM obcyxaanvcb YneHamm
pabouen rpynnbl (aBTOpamu pekomeHgaummn). Kaxgpin
NyHKT 06Cyxaancs B OT4eNbHOCTY.

KoHcynbTaums 1 akcnepTHas oLeHKa

MpoekT pekomeHgauun Gbin peLeH3MpoBaH He3aBu-
CMMbIMM 3KCNepTamu, KOTOPbIX Npexae BCero npocunm
MPOKOMMEHTMPOBATb [0XOAYMBOCTb M TOYHOCTb MHTEP-
npetauum [okasatenbHoW 6asbl, nexalen B OCHOBE pe-
KoMeHgauun.

Pabouas rpynna

[nsi okoHYaTenbHOW pefakunm U KOHTPOns kade-
CTBa pekoMeHZaumMu Bbinu NOBTOPHO MpoaHanuanpo-
BaHbl YneHamu paboyeit rpynnel, KOTOpPblE MPULLK
K 3aKIYEHU0, YTO BCE 3aMeYaHUsi U KOMMEHTapum
3KCMEPTOB NPUHATLI BO BHAMaHWE, PUCK cucTemMaTmye-
CKMX OLWMBOK Npu paspaboTke pekoMeHaaUWUn cBeaeH
K MUHUMYMY.

OcHOBHble pekoMeHAauun

[ns noaTBepXAEHUS YPOBHSA [OKa3aTEMbHOCTU W
CUnbl PEKOMEHAALMIA  MCMOSb30BANMCh CreaytoLlme Kpu-
Tepun (1abn. 1, 2).
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Tabnuua 1. YpOBHI/I [00Ka3aTesNlbCTB B COOTBETCTBMWN C MEXAYHAPOAHbIMU KPpUTEPUAMU

KaTeropus | [oka3aTtenbcTBa
1A MeTaaHanu3 paH4OMU3MPOBaHHBIX KOHTPONMPYEMbIX UCCEeL0BaHUI
1B Mo kpanHen mepe 1 paHOOMU3NPOBAHHOE KOHTPONMPYEMOE UCCreaoBaHNe
2A Mo meHbLen Mepe 1 KOHTponMpyemoe nccrnefoBaHue 6e3 paHgomusaumm
2B Mo kpanHen mepe 1 KBasnaKcnepMMeHTanbHoe nccneaoBaHue
3 OnucatenbHble UCCNEROBAHNS, Takue Kak CpaBHUTENbHbIE CCNEA0BaHNS, KOPPENALMOHHbIE
nccneaoBaHnsa Unu UccneaoBaHus Criydai—KOHTPOSb
4 OT4yeT 3KCNepTHOTO KOMUTETA UMU MHEHWE U/UIN KIIMHUYECKWIA OMbIT M3BECTHBIX CMEeLnanncToB

Tabnuua 2. Cuna pekomeHgaumm

YpoBeHb | OcHoBaHus
A YpoBeHb gokasatenscTea 1
B YpoBeHb foKasaTenbCTBa 2 UM 3KCTPaNONMpOBaHHbIE PEKOMEHAALMMN YPOBHS
Jokasartenoctea 1
c YpoBeHb AoKa3aTenbCcTBa 3 UMM 3KCTPANoONMpPOBaHHbIE PEKOMEHAALMN YPOBHEN
nokasaTtenbctea 1 unum 2
D YpoBeHb AoKka3aTenbCcTBa 4 Unv 3KCTPanonMpoOBaHHbIE PEKOMEHAALNN YPOBHEN
JokasaTtenbcTea 2 unm 3
on PEHE”EHME B €TCKOM, TaK 1 B CTapyeckom Bo3pacTe, O4Hako Hambo-
nee vacto — B nepwog ot 30 go 50 net. B Poccun KpynHble
[paHynemaTto3 BereHepa — rUraHTOKNETOYHbIA Fpa-  ANUAEMUONOrMYeckne WUCCnefoBaHUs He MPOBOAMUIUCH.

HyNeMaTO3HO-HEKPOTU3MPYIOLLMI  BaCKynnT, accouum-
POBaHHbIN C BbIPabOTKOM ayToaHTUTEN K uMTOnnasme
HeWTPOMUNOB N XapakTEPU3YIOLMIACA COYEeTaHHbIM BOC-
nanuTesibHbIM NOPaXeHWeM HECKOSIbKUX OpraHoB (Yalie
BCEro BEPXHUX AbIXaTenbHbIX MyTewn, OpraHoB 3peHust un
cnyxa, nerkux 1 noyek).

CuHoHuMbI: BonesHb BereHepa, rpaHynemaTto3Ho-He-
KPOTU3MPYIOLLMIA BACKy/UT, HEKpOTUYecKasi rpaHynema
BEPXHUX AbIXaTerlbHbIX NyTew C HedpuToM; rpaHynema-
TO3HbIN BaCKyNWT, acCOLUMUPOBAHHBLIA C aHTUTenamm K
uutonnasmve HemTpodusoB.

Kog no MKB 10
M31.3 paHynemato3 BereHepa, HEKPOTU3UPYHOLLWIA
pecnupaTopHbIi rpaHynemMartos.

AnNaeMmnonorua

lpaHynemaTo3 BereHepa — pepgkoe 3aboneBaHwue. Ero
pacnpocTpaHeHHOCTb B nonynsuumM coctasnseT 25-60 Ha
1 mnH, 3aboneBaemMocTb — 3-12 Ha 1 MIH YenoBek. 3a6o-
neBaeMoCTb rpaHynemaTo3oM BereHepa B eBpoOMemnckmx
cTpaHax 3a nocnegxue 30 net Bo3pocna B 4 pa3a. OTme-
YEeHO yyalleHne HOBbIX CryyaeB 3aboneBaHnss B OCEHHe-
3uMHUI nepuod. C oanHaKoBOW YacToTon 3aboneBaHue
BO3HUKAET Y MYXYUH W XEHLLMH, MOXET pa3BMBaTbCS Kak
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[laHHbIX O pacnpocTpaHEHHOCTW rpaHynemaTo3a BereHe-
pay feTen HeT.

ATUONOIMMA U NATOMEHE3

OTnonorus 3aboneBaHus HeusBecTHa. [lpegnonara-
eTcsl CBA3b Hayana 6onesHn ¢ BO3OENCTBMEM MHMEKLM-
OHHOro areHta. HekoTopble uccnegoBaTenu oTMevatoT
CBSI3b Mexay rpaHynemato3om BereHepa c npefawecTsy-
lOLLLEV THOMHOM MHGeKunen nnm Tybepkynesom pecnu-
paTtopHoro TpakTa. lNoka3aHo Gonee Taxenoe TeyeHune
rpaHynemaTosa BereHepa y naumeHToB C HOCMTENLCTBOM
3onoTucToro cradumnokokka (Staphylococcus aureus) B
MoslocT Hoca, xapaktepusywuleeca ©Oonee yacTbiM
pas3BuTEM 0BOCTPEHUIA, KOTOPbIE CBA3LIBAOT C BO3-
[EeiCTBMEM 3K30TOKCMHOB CTadMIOKOKKa, obnagaroLmx
cBoWicTBaMu cynepaHTureHoB. OB6cyxpaeTcs Takxe no-
TeHUMarnbHas 3TWOMorMyeckass posib KOMMOUAHbLIX CO-
eQNHEeHWN KpeMHUS.

MaToreHe3 rpaHynemato3a BereHepa cBsizaH C pa3Bu-
TMEM pacrnpoCTPaHEHHOTO BOCMAaneHnsi MeNKMX COCYAOB
N OAQHOBPEMEHHbIM (POPMUPOBAHMEM MepPUBaCKYSPHbIX
N 9KCTpaBasasbHbLIX rpaHynemM MakpodarasbHOro Tuna c
KneTkamy JlaHrxaHca B MOPaXXeHHbIX OpraHax U TKaHsX.
Ceponornyeckum Mapkepom GornesHu SBNSITCA aHTU-
Tena K uuTonnasme HeiTpounos, KOTOPbIE CBA3bIBAIOT-
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CS C aHTUreHamu, 3KCNpeccupyembiMu HehTpodunamm
(npoTenHason-3, muenonepokcmMaason u Ap.) U1 MoryT
BbI3BATb AErPaHyNALMIO 3TUX KNETOK C BbICBODOXAEHUEM
npoteonutuyeckux gepmeHtoB. ObcyxaalTca n gpyrue
natoreHeTUYeckme MexaHu3Mbl: UMMYHOKOMMSIEKCHOE
ropaKxeHne COoCyaMCTOM CTEHKW, MMMAOUUTapHbIe LUTO-
TOKCMYECKME peakuum n ap.

KNACCUPUKALINA

YTBEepXOEHHOW KnaccuukaLmm HeT.

KIMMHUYECKAA KAPTUHA

MopaxeHne BepXHUX AbIXaTeNbHbIX NyTeN

PuHWT 1 cuHyent Habnogatotea y 100% 6onbHbiX. 3TOT
MepBbI NO YacTOTe M AMArHOCTUYECKON 3HAa4YMMOCTW Mpu-
3HaK rpaHynemaTo3a BereHepa nposBnseTcs 3anoXeHHo-
CTbIO HOCA C THOWHO-KPOBSIHUCTBIMU  BblAENEHNSMU, HO-
COBbIMW KPOBOTEYEHUSIMU, 0Bpa3oBaHNEM CYXMX KOPOK,
CHWXXeHVeM nunu otcytcTBremM o0boHsHuA. pu ocmoTpe
BbISIBNSAIOTCA NOKanbHble OTEKM B 06MacTy CMMHKM Hoca
NN OOHOW MOMOBWHBI nuua. MNpu MHCTPYMEHTanbHOM
“ccrnefoBaHny BbISBMAKTCA 3PO3WM, S3Bbl, pa3pyLUeHue
Xpsilia M KOCTHOW TKaHN HOCOBOWN Neperopoakm, BepxHe-
YenCcTHOW nadyxu n opbutsl. PopmmuposaHue cegnosma-
Horo Hoca HabntogaeTcs B 10-20% cnyyaes.

$13BEHHO-HEKPOTUYECKOE MOPaXeHne Chmn3ncTbiX 060-
NOYeEK C BOBIEYEHVNEM [N10TKW, FOPTaHW, Tpaxeun NposiBNs-
eTcs1 6onbio B roprie, OXpUNIoCTbI0 ronoca, CTpuaopos-
HbIM AbIXaHNeM.

MopaxeHue nerkux

PassuBaetcsd y 56-100% 60nbHbIX. 3T0 BTOPOW MO
4yacToTe M AMarHoCTUYECKOW 3HAYMMOCTW MpU3HaK rpa-
HynemaTo3a BereHepa. Y 25% 60nbHbIX OH MOXeET BbITb
nepBbIM CUMMNTOMOM 3aboneBaHus. MauneHTbl xanyTes
Ha kallenb, WHOrAA HaacaaHblA, 6oMb B rPyAHON KreTke,
KpoBOXapkaHbe, ofblLKy. [1pn dursnkansHoM uccnefosa-
HUW BbISBNSAETCH AWUCcouMaumns Mexay CKyOHOW aycKyrb-
TaTUBHOW KapTUHOWN U BbIPAXXEHHOCTbIO PEHTreHonornye-
CKMX M3MeHeHun. MoryT pasBuBaTbCs UH(APKTLI NErkoro,
ropakeHune nnespbl C BbINOTOM B NiieBparnbHYy0 NOMocTb.
MNMopaxeHne nneBpbl MOXET OCNOXHUTL MH(APKT NErkoro
NNW pas3BUTLCA CaMOCTOSITENBHO Kak peakuust Ha rpaHy-
nemaTo3HOe NopaxeHne Cepo3HbIX 06OMOYEK.

lMopaxeHune Tpaxeu, KpynHbliX B6poHXx0B, BpoHxunon
COMNPOBOXAAETCA MX CTEHO30M MITU TUMUYHBLIM CTPUAO-
PO3HbIM [blXaHUeM W MPUBOAMWT K HapYyLIEHUI0 BPOHXU-
anbHOWM NPOXOAMMOCTI M BTOPUYHON BpOHXManbHOM acT-
me. BpoHxunanbHas 06CTPYKUMS KPYMHbIX CTBOSIOB MOXET
ObITb MPUYMHOW aTenekTasa cerMeHTa U 4oNn Nerkoro.

MopaxeHune noyek
BoisBnsietcs y 77% 60nbHbIX. OTO TPETWU Knaccuye-
CKUW Npu3HaK rpaHynemaTosa BereHepa. KnuHudveckue

CMMNTOMbI HEPONaTUM NOSBASIOTCH YEepPe3 HECKONbKO
mMecsueB OT Hayana 6onesnn. MouyeBOW CMHOPOM Mpo-
ABNAETCA remaTypuen, nNpOTEUHYPUERN, LUIMHAPYPUEN,
HedpOTUYECKUI CUHAPOM — NPOTEUHYPUER, rMnonpoTe-
MHEMUEN, oTekamu, runepxonectepuHemmen. [lodyeyHas
He#OoCTaTO4MHOCTb pasBuBaeTcs noyutn y 50% 60nbHbIX
yepes 24-36 mecsues o1 aebtota 3abonesaHns. Pynb-
MWHaHTHOE TeyeHue oTMmevaeTcs B 10-20% cnyyaes. Ap-
TepuanbHas runepteHsus (Al HeTsxenas) pasBuBaeTCs
BCIE[ 32 MOYEBbIM CUMHAPOMOM, OObIYHO K KOHLY NepBOro
roga 6onesHu.

JNlnxopapka

Habntopaetcs y 50% GonbHbIX. TemnepaTtypa Tena Bbl-
cokasi, NoCTosiHHas (MHOrda No TUMY PeMUTTUPYIOLLEN).
OdekT OoT NMpUMeHeHus aHTubakTepuanbHbIX npenapa-
TOB OTCYTCTBYET.

CHMXeHMe anneTuTa

OTka3 oT NuLM BNNOTb 4O aHOPEKCUM NOSBASIETCS Y
50% 60rbHbIX M MOXET OTMe4vaTbCsl Kak B [ebtoTe, Tak U
npw obocTpeHun 3aboneBaHus.

MopaxeHue cycTtaBoB

Habniopaetcs y 50% 6onbHbIX, Yalwe B Havane 6o-
nesHu unu npu ee oboctpeHnn. XapaktepHol 6onu B
KPYMHbIX U Menkux cycTtaBax. BoamoxeH apTpuT kpyn-
HbIX CYCTaBOB C CMMMETPUYHbIM MNopa)xeHueMm (Yalle
KOMEHHbIX U TONEeHOCTONHbIX) ©e3 pas3BuTUS CTOWKOW
nedopmaumn.

MopaxeHue KOXu

PassuBaetca y 50% 6GonbHbix. Hanbonee TUNU4HbI
remopparmyeckme BbICbINAHUSA, 13Bbl U1 HEKPOTUYECKNE
Yy3enKN: OT eANHNYHbIX 3NIEMEHTOB A0 TOTaNlbHOrO A3-
BEHHO-HEKPOTUYECKOro npouecca. lemopparnyeckue
BbICbINAHMS M S3Bbl Yallle pacnonarawTcd B obnactu
KPYMHbIX CYCTaBOB (KONEHHbIE, JIOKTEBbIE), HaA Aroau-
uax, begpax. MoxeT nposBnsATeCA B BUAE Nonumopd-
HOW 3K3aHTEMbI, OynnesHbiX, remopparnyeckux u nany-
Ne3HbIX BbICbIMaHUN.

lMopaxeHune opraHa 3peHus

OunarHocTtupyetcst y 50% 60OMbHBEIX M UMEET BTOpPUY-
HbIi xapakTep. [MopaxeHne opbuTkl (NCEBAOTYMOp) CO-
NpoBOXAAeTCa 3K30(PTanbMOM, OrpaHUYeHNeM NOaBUXK-
HOCTU rnasHoro sbnoka. Takxe pa3BMBalOTCH KepaTtwuT,
Xemo03 (OTeK KOHBIOHKTMBBI [Na3Horo s6noka), oTek guc-
Ka 3puUTEenbHOro HepBa, aTpodus Ancka 3puUTenbHOro
HepBa, AN dY3HBIN CKNEepUT, XPOHUYECKUe A3Bbl CKNepsbl
N KOpHearbHOM OBO0MNOYKM, NopaxeHne pagyxHou 06o-
NOYKKY, TSKeNble Nnopa)keHust opouTbl U HEKPOTU3MPY-
IOLWKUI CKNepuT. B pesynbtate TSXKenoro nopaxeHus
opraHa 3peHust MOXeT pa3BMTbCH CrenoTa.

lMopaxeHune opraHa cnyxa
Habntopaetcs y 30% 6onbHbIX. XapaKTepHbl BTOPUY-
HbI CpegHU OTUT (CNeACTBME MOPaXKEHUs CIyXOBbIX
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Tpyb), KOTOPbIN MHOTAA OCMOXHAETCH Nape3oM NUueBoro
HepBa; rpaHynemMaTo3Hoe paspyLUeHne BUCOYHbIX KOCTEN,
B TOM YMCIIe COCLEBUAHOTO OTPOCTKA, C PasBUTUEM TY-
royxocTtu; obnuTepupyowmin n occudumumpyowmin nadu-
PUHTWUT.

MNMopaxeHue cepaua

BrisiBnsetcst y 15-25% G0MbHbIX U SBNSETCS UCXOA0M
BackynuTa u rpaHynemato3a. Pa3suBaloTca MMOKapawT,
nepukapauT, 3HO0KapAWUT U MOPOK MUTPanbHOro Unm
TPexcTBOpYaTOro KranaHa Bcrnefctane ubprHomnagHo-
ro HeKposa W rpaHynemato3a 9dHAoKapAa v KrnanaHoB
cepgua. Takke xapaKkTepHbl KOPOHapuT, GoneBon nnu
6e3boneBort MHMApKT Muokapaa, apTepuuT cocyda, nu-
TaoLLEro CMHYCOBbIN UM aTPUOBEHTPUKYNSAPHbIA (AB)
y3€n, YTO NMPUBOAMUT K HapyLUEHWO puTMa cepaua (nonHas
AB-6nokaga, napokcuamarnbHasi Taxukapausl, MepuaHue
npeacepaunii, CynpaBeHTPUKYNSpPHas TaxmapuTmums).

MopaxeHue XKT, neyeHn u ceneseHkn

Habntopaetcs y 5-10% 60nbHbIX. [NauneHTbl XanyTes
Ha 60mMb B XUBOTE. XapaKTePHO A3BEHHOE NopaxeHune
Xenyaka, ABEHaguaTUNEPCTHOM KMLUKM, TOHKOW U Ton-
CTON KWULLIOK, OCMOXHAKLWEECA Xenyao4YHO-KULLIEYHbIM
KpPOBOTEYEHUNEM.

Mpyn MHCTPYMEHTanbHOM WCCNEAOBaHUM BO3MOXHO
BbIsIBIIEHME NCEBAOONYXONM XXenyaka Bcneactene o6-
pa3oBaHus rpaHyriemMbl B €ro crv3ucton obonouke. Y
oTAenbHbIX BOMBbHBIX Pa3BMBAKTCA OCTPLIA UMM XPOHU-
YeCKMI NaHKpeaTuT, NaHKPEOHeKPOo3, WMHMapKTbl NeYeHn,
CeneseHku.

Takke NOSABNATCA SA3BEHHbIA CTOMATUT, IMOCCUT, XEN-
NUT; B TSXEMbIX Cryvyasx — MapOAOHTO3 C BbiNadeHuem
3y0oB.

MopaxeHne HePBHOW CUCTEMDI

Y 10-15% 6onbHbIX Habnogaetcs nopaxeHue LHC:
Tpomb03 COCyL0B rOfIOBHOIO MO3ra, remMopparnyeckmmn
UM ULLEMNYECKUIA UHCYIBT, MOBPEXAEHNE MO3TOBbIX
obonoyek, y 22% — nepudepnyeckon HEpPBHOW CUCTEMBI
B BMAe HEBPUTOB Nepuepuyecknx HEPBOB UNKU Nopaxe-
HWS YepenHo-MO3roBbIX HepBoB (npexze Bcero |, I, 1V, VI,
VII, VIl nap).

TEYEHME

B ecTecTBeHHOM Te4yeHWW rpaHynemaTtosa Berenepa

BblAensT 3 nepuoaa:

« 1-1 — HavanbHble npodaBrieHna ¢ nokanbHbIMKA U3-
MEHEHUAMW BEPXHUX AbIXaTeNbHbIX NyTen, CpeaHero
yxa unwv rnas;

= 2- — reHepanusauus C NopaxkeHWem BHYTPEHHMX
OpraHoB (B NepByl0 o4Yepeb, NErKUX U NMOYEK);

< 3-1 (TepMUHAmbHbIN) — pa3BUTUE MOYEYHON UK Cep-
[AEYHO-NEro4YHON HE[OCTaTOYHOCTY.

Kpome Toro, BbIZENAOT creaylolne BapuaHtol Teve-

H1SA 3aboneBaHus:
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= JOKasbHbIA: MOpPaXakTCca BEPXHUE AblXxaTeslbHble
nyTW, OpraH 3peHns, Koxa, MblLULbl U CYCTaBbl;

© OrpaHuYeHHbI: codeTaHne KIMHUYECKUX MposiBrie-
HWIA NOKaNbHOrO BapuaHTa C BbICOKOW TemmnepaTtypow
N NopaxeHWeMm Nerkux;

= T[eHepanu3oBaHHbIN: MOpPaXXeHWe BEPXHUX AblXxaTenb-
HblX nyTen, nerkux n nodek, XKT, cepgeyHo-cocy-
OUCTOM CUCTEMBI, LiEHTpanbHOW W nepudepuyeckomn
HEPBHOW CUCTEMBI.

OCJNIOXHEHUA

= PecnupaTopHbIi  TPaKT: NpUCOeOUHEHNE BTOPUYHOW
nHdpekunn (abcuegnpoBaHne MOMOCTEN, AMNNEMA
MMeBpbI, NEroYHble KPOBOTEYEHUS, CMOHTAHHbIA MHEB-
MOTOpakc).

XpoHu4eckast noyeyHas He4OCTaTOYHOCTb.

OTek rofioBHOro Moa3ra.

CeppeyHas HeJOCTaTOMHOCTb.

Mepudepnyeckme HEKPO3bI.

AUATHOCTUKA

JTabopaTtopHbie uccnegoBaHus

KnuHuyveckull aHanu3 Kpoeu:. HEMTPOMUIbHLIA New-
KOUMTO3, aHemusl, TpobouuTos, yckopeHne CODJ.

Buoxumuveckue u uMMyHosoz2u4eckue uccriedoea-
HUsI KPO8U: NOBbILIEHWNE KOHLEHTPaUun KpeaTuHWHa, MO-
YeBUHbI MPU NOPaXEHUN MOYEK.

AymoaHmumena. onpegeneHue aHTuTen K LuTo-
nnasme Hentpodunos (ANCA) — anti-PR3 ANCA (aHTu-
Tena Kk npotemHase-3, c-ANCA) un anti-MPO ANCA (aHTu-
Tena K muenonepokcuaase, p-ANCA). Y 10% 6onbHbIX C
TMCTONOrMYECKN [OKa3aHHbIM rpaHynemaTto3oM BereHe-
pa (MpPeuMyLLecTBEHHO MpK foKarnbHOM BapuaHTte 6o-
nesHn) ANCA He onpegenstotcsa. Hanunume ANCA 3Hauu-
TeNbHO CyXaeT Kpyr auddepeHumanbHon ANarHoCTUKMY;
npy MMCTONOTMYECKN NOATBEPKOEHHOM AMarHo3e rpa-
Hynematosa BereHepa — nosBonsieT MOHUTOpPMPOBATb
aKTMBHOCTb 3aboneBaHus M NPOrHo3upoBaTb pasBuTUE
ero o60CTpeHuI.

WHcTpyMeHTanbHbIe UccregoBaHus

KT neekux: BU3yanuavnpylTca €AUHUYHbIE WUITM MHO-
KECTBEHHbIE CUMMETPUYHbIE OKpPYrble WHUNIbLTPaTh,
NPEUMYLLECTBEHHO B CPEOHUX U HVXKHUX NEroyHbIX Mo-
nsx. XapaktepeH ObICTpbIn pacnag vH@UnbTpaToB € 06-
pa3oBaHMEM TOHKOCTEHHbIX nosiocTern. Bo3aMOXHO rno-
SIBNIEHNe YPOBHS xuakocTu. B niobble cpokn oT aebiota
3aboneBaHnsi MOXET pa3BUTLCS OCTPbLIA U MHUNLTPATMB-
HbIA MHTEPCTULMATBHBIA MHEBMOHWUT C COOTBETCTBYIOLLEN
PEHTIEHONOMMYECKON KapTUHOMN.

KT kocmeli nuuyesozo ckenema. LECTPYKTUBHbIE W3-
MEHEHNS HOCOBOW Meperopofkun, pelletyaTon KOCTH,
BEPXHEYENMICTHOW MNa3yxu n opbuTbl, ceanoBmaHasa ge-
dopmaumsa Hoca.
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MPT 20/108H020 M0O32a: HapyLleHWe MO3rOBOroO Kpo-
BOOOpalLeHnsl, reMopparmyeckne u MneMmn4eckue nH-
CynbThl MO3ra.

DyHKYUsI eHewHe20 ObiXaHUsT: HapyLLeHne Iero4YHowm
BEHTUNALMU NO OOCTPYKTUBHOMY TUY.

IAxoKT": Y3-npusHaku MuokapauTa, nepukapauTa, Ko-
poHapuTa.

Y3U nouyek. Y3-npu3Hakn Hedputa, HapyLLEeHWU no-
YEYHOro KpOBOTOKA C 0befHeHMeM ero no nepudepuu,
HapyLleHnin gudgepeHUMPOBKM NOYEYHbIX CITOEB.

BpoHxockonusi: auddy3HbIi 3PO3UBHBLIN BPOHXUT C
cyxeHneM un pybuoBon aecdopmaumein 6poHXOoB.

d30¢hacozacmpodyodeHockonusi: 3pO3VBHOE U NA3-
BEHHOe nopaxeHune BepxHux otaenos XKT, kpoBoTeue-
HUSI.

KonoHockonus: 3p03nBHOE U S1I3BEHHOE MOpa)keHue
HWKHKUX oTtaenos XKT, kpoBoTeYEHMS.

KPUTEPUU OUATHOCTUKU

[vnarHos rpaHynematosa BereHepa yctaHaBnmsaroT
Ha OCHOBaHWKW KpuTepueB EBponenckon nuru npoTus
pesmaTnama (EULAR), MexxayHapoaHON negmatpuy4eckomn
PeBMaToNIOrMYEeCKON OpraHM3auum no KAMHUYECKUM UC-
cneposanuam (PRINTO) n Esponenckoro obuectsa get-
ckux peematonoros (PreS), 2010 (tabn. 3).

AupghepenyuansHbili duacHo3 HeobX0OMMO MPOBO-
AUTb CO crieayroLmmm 3aboneBaHnaMU:
= Cercuc;
= CTaUNoKOKKOBAsi MHEBMOHMS;
= Tybepkynes nerkux;
= cuHapom lygnacyepa.

NMPUMEPbI OAUATHO30B

= [Ipumep Ne 1. lpaHynemaTto3 BereHepa, orpaHuyeH-
HbI BapuwaHT (nuxopagka, MopakeHue rnasHuubl,
Nerkux).

= [lpumep Ne 2. paHynemato3 BereHepa, reHepanuso-
BaHHbI BapuaHT (nvMxopagka, nopaxeHue BepxXHUX
ObIXaTenbHbIX MyTEW, Nerkux, noyvek). XpoHumyeckas
noyeyHasi He[OCTaTOYHOCTb.

NEYEHME

HemeoukamMmeHTO3HOE NnevyeHue
Pexxum. B nepuogpl obocTpeHust 3aboneBaHust crnegyeT
OrpaHV4MBaTh ABUraTenbHbIN pexum pebeHka. Mckniountb
MCUXO3MOLMOHANbHbIE Harpy3ku, NpebbiBaHNe Ha COSHLIE.
Huema. Y GonbHbIX ¢ cuHapoMom KylivHra uenecoo-
OpasHo orpaHuyeHve noTpebneHns yrnesogoB v XXMPOB,

Tabnuua 3. [luarHocTuyeckne Kputepum rpaHynematosa Berenepa (EULAR/PRINTO/PReS, 2010).

Kputepun OnpepeneHue

1. MaTtomopdonorus

paHynemaTo3HOE BOCNaneHue B CTEHKE apTepum,
nepuBacKynsApHON MW 3KCTPaBaCKyNsipHOW 30He

2. I'Iopa>|<eH|/|e BEPXHUX OblXaTElIbHbIX I'IyTeVI

XpOoHMYeCckoe rHOMHOE UM remopparn4eckoe
BOCNaneHue nonocTy Hoca, HOCOBblE KPOBOTEYEHUS,
KOPKW, rpaHynemMsbl

Mepdopaums HoCoBOW NEpPeropoaku, ceanoBmaHas
Jedopmauus Hoca

XpOHUYECKU NN peLuanBUpYoLWLMn CUHYCUT

3.TMopaxeHue ropTaHu, Tpaxeu n GPOHXOB

3arnoToYHbIi TpaxearnbHbIA UN GpOHXManbHbLIN CTEHO3

4. MopaxeHue Nerkmx

Y3nbl, NONOCTU UK UKCMPOBaHHbIE MHAUIBETPATHI MO
[aHHbIM peHTreHonornyeckoro unu KT-obcnegosaHus

5. ANCA

Hannine ANCA no gaHHbIM UMMYHONIOOPECLEHTHOTO
nccnefoBaHus U UMMYHOMEPMEHTHOMO aHanusa
(c-ANCA , p-ANCA)

6. MopaxeHne noyek

MpoTtenHypus > 0,3 r/cyT unu anbbymMuH/KpeaTUHMH
> 30 MMOnb/MI B YTPEHHEN NOPLUN MOYM

lemaTtypus nm Yucno 3puUTPOLIMTOB > 5 KMNeToK B none
3peHus

CHwxeHve knyboukoBoi unbTpaumm no oopmyne
Lsapua < 50% oT HOpMB!

HekpoTusmpyoLwmim nayLumummMMyHHbI
rnomepyrnoHedput

OwnarHo3 rpaHynemaTto3a BereHepa ycTaHaBnMBaKlT Npyu HanM4um
no MeHbluen mepe 3 U3 6 KpuTepueB
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npegnoyTuTensHa 6GenkoBas aveta. Ynotpebnexue npo-
JOYKTOB C MOBbILLEHHBIM COAEPXaHMEM KanbLmnsi U BUTAMK-
Ha D onsg npogumnakTkn ocTeonoposa.

JlewebHasi huskynbmypa. JledebHyto du3KynsTypy
NPOBOAST B COOTBETCTBUU C MHAUBUAYANbHBIMW BO3MOX-
HOCTAAMM BOMbHOrO.

MeaukameHTO3HOeE fnevyeHue

Ans undykyuu pemuccuu (3—6 Mec) NpUMeHSsOT
npedHu30/0H (yposeHb dokazamenbsHocmu 1A, ypogeHb
pekomeHAayuu A) per 0os B go3e 1-2 mr/kr B CcyT B Te-
yeHve 4 Hep C NOCNeAYyKLWNM CHUXEHUEM [03bl A0
0,3-0,7 mr/kr B cyT B TeueHune 6—8 Hep. MepopanbHblii
npvem npegHM3orioHa CoveTaloT ¢ nynbCc-Tepanuen
memusnnpedHuU3010HOM (YpOBEHb AokasaTenbHocTn 3,
ypoBeHb pekomeHaaumm C) B go3e 20-30 mMr/kr Ha BBe-
JeHue B TeyeHue 3 nocrnenoBaTtesfibHbIX AHEN U YUKITO-
¢hocpamudom (ypoBeHb [oKasaTenbHOCTU 1A, ypOBEHb
pekomeHaauun A) B fo3e 2,0 Mr/ Kr B CyT per 0S B Teye-
HMe 2—3 MecC uUnn nynbc-Tepanuen Unknodochammaom
(yposeHb OdokazamenbHocmu 1A, ypoeeHb pekomeHOa-
yuu A) B nose 0,5-0,75 mr/ m? Ha BBeaeHne 1 pas B
2 Hed, unn 500-1000 mr/m2 (MakcumanbsHo 1,2T1) 1pa3s B
Mec B TeyeHue 6 mec, unu B fo3e 15 Mr/kr Ha BBeaeHune
(makcumanbHo 1 1) 1 pa3B 2 Heq B TeveHue 6 Hes, a 3a-
TeM Kaxable 3 Hea. [1peanoyTTENbHO BHYTPUBEHHOE
BBeAeHune umknodgocdammaa.

lMpu pehpakmepHOM meveHuu Osisi UHOYKyUU pe-
MUccuu fpu rnopaxeHuu jieakux (remopparn4yeckun
anbBeOnuUT) U 6bicmpo npozpeccupyrouieM MopaxeHuu
rMoyYyek NPUMEHSIOT eXeOHEBHbIN ABYXOObEMHbIV MNas3mo-
0bmeH B TedeHune 5 unu 10 gHeRn, BHYTPUBEHHBIN UMMYHO-
2nnobynuH yenoseka HopmarbHbIl, cogepxalmin 1gG (ypo-
8eHb Ooka3amesnibHocmu 3, yposeHb pekomeHdayuu C), B
[03€e 2 I/Kr Ha KypC U reHHO-NHXeHepHble Buonornyeckune
npenapartbl: pumykcumab (yposeHb dokazamenbHocmu 3,
ypoeeHb pekomeHdayuu C) B fo3e 375 Mr/M? Ha BBeAEHME
B TeyeHve 4 nocnefosaTenbHbIX Hen Unu uHgIukcumab
(yposeHb OokaszamernibHocmu 3, yposeHb pekomeHdayuu C)
B f03e 5 MI/Kr Ha BBELEHMe BHYTPMBEHHO 2 pas3a B MeC.
MpeanoyTUTenbHO NPUMEHSATE PUTYKCUMat, MHIIMOGUTOPDI
PHO-a meHee apPEKTUBHLI.

[pu paHHem fokanu3o8aHHOM eapuaHme 6e3 nopaxe-
HUST MOYEK Ha3HavaT Memompekcam (yposeHb OoKa3a-
menbHocmu 2B, yposeHb pekomeHdayuu B) Ans nogkox-
HOro BBeeHUs B 103e 15 mr/m? (0,5-1 Mr/Kr) Ha BBeeHue
1 pas B Hep,.

Ansa ynydweHus kpoeoobpaujeHuss UCMNOMb3yoT
npenaparbl NpocTarnaHaMHoOB. Annpoctagun (yposeHb
O0okaszamesnbHocmu 4, ypogeHb pekomeHOayuu D) HasHa-
YyalT B CyTOYHOM [03e 1-20 Hr/Kkr B MUWH, pa3aeneHHomn
Ha 2 npuema. lNpenapaT BBOAUTCH TONBLKO Yepes MHAY-
30MaT CO CKOPOCTbI0 HEe MeHee 50—75 Mn/4y B Te4YeHne He
MeHee 2 Y. [inuTenbHOCTb Tepanuu coctaenseT 14 aHen,
3aTeM [03a npenaparta CHwxaeTca A0 3 HI/Kr B yac. VH-
dy3um npofonmxkaloT B TeyeHne 3 gHelr, nocne vero npe-
napaTt oTMeHsoT. Bo nsbexaHve pas3Butus Hexenartenb-
HbIX SIBIEHUI (pe3koe cHkeHne All, akcTpacucTonus,

Taxu-, 6pagukapausa) BeefeHue npenapara NpoBOAUTCS
TOMbKO NMPU NOCTOSIHHOM MOHUTOpUHre KT,

Hu3skomornekynspHbie 2enapuHbl (yposeHb dokasamerb-
Hocmu 4, yposeHb pekomeHOayuu D) BBOAAT CTPOro noj-
KOXHO B fJo3ax 65-85 ME/kr B cyt. B cnyyae Heobxoam-
MOCTU MPOBOAAT MOHWUTOPWHI MPOTUBOCBEPTLIBAKOLLE
AKTUBHOCTU HU3KOMOSEKYNSIPHbIX reNapyvHOB MO YPOBHIO
aHTn-Xa. 3abop 0bpasuoB KpOBM Ans 3TOro ocyLlecT-
BNAIOT Yepes 3—4 4 nocne UHbEKUMK, Koraa JOCTUraeTcs
MaKcyMarnbHbI YPOBEHb aHTW-Xa aKkTMBHOCTW B MNna3me
KpoBW. YPOBEHb aHTU-Xa B Mnasme KPOBW OOMKeH ObiTb
B npegenax 0,2-0,4 ME aHTu-Xa/mn. MakcumanbHbii  [go-
nycTMMbIN ypoBeHb — 1,0-1,5 ME aHTu-Xa/mn.

Mocne 3aBeplieHns TepanuuM HU3KOMOMEKYNSPHbIMU
renapvHamu C uenbio NpounakTuku TPOMOOTUYECKMX
OCNOXHEHWI MaLMeHTam Ha3HayaloT aHmMuKoazysiHMbl
Henpsamozo Oelicmeusi — sapghapuH. [103y npenapaTa KOH-
TPOMMPYIOT MO YPOBHIO MEXAYHApPOAHOro HOpMarnu3o-
BaHHOro otHoleHust (MHO). PekomeHgyembli  kopuaop
MHO — 2,0-3,0.

Takke NPUMEHSOT ayemuscaauyuiosyr Kuciomy B
no3e 1-2 mr/kr 1 pas B cyT unu dunupudamon B 0o3e
2,5 Mr/kr 2 pasa B CyT.

Ansa noddepxaHusi pemuccuu (0T 24 mec oo 3 ner)
NPUMEHSIIOT NPeaHN3010H per 0s B o3e 0,2-0,3 Mr/kr
B CYT B COYETaHWU C a3amuorpuHoM (yposeHb OoKa3a-
mensHocmu 1B, yposeHb pekomendayuu A) per 0SB gose
2-3 mr/ kr B CyT. Y HEKOTOPbIX MauMeHTOB BO3MOXHO
npoBefeHne NPOANEHHOIO Kypca NeyYeHus putykcuma-
6om. JleyeHne azaTvoONpUHOM HauMHaT Yepes3 3-5 aHen
nocrie OKOHYaHUs neveHnst uuknodgochamuaom Ons ne-
popansHoro npvema mnu Yyepes 10 gHen — umknodocda-
MWOOM A5t BHYTPUBEHHOMO BBEAEHMS.

[nsa nogaepxaHus peMmUccum TakkKe MOXHO UCMOSb-
30BaTb Memompekcam (yposeHb dokazamenbHocmu 2B,
ypoeeHb pekomeHdayuu B) nogkoxHo B fose 0,3-1 mr/ kr
Ha BBefeHue (MakcumanbHo 30-40 mr/Hen) 1 pas B Heq,
unu negnyHomud (ypogeHb dokazamesbHocmu 1B, ypo-
8eHb pekomeHOayuu B) B gose 0,6 Mr/kr B CyT, Unn mu-
KogbeHonama moghemun (yposeHb OokaszamesibHocmu 3,
ypoeeHb pekomeHdayuu C) B nose 600 mr/m? 2 pasa B CyT.
Takxe npoOomKalT eXefHEBHbI nepopanbHbid npuemM
aueTuncanuuunoBon KucnoTel B Aose 1-2 mr/kr 1 pa3 B
CYyT uUnu aunupugamona B fo3se 2,5 Mr/kr 2 pasa B CyT.

B cny4ae paseumusi cepbe3H020 060cmpeHuUsi Ha
boHe noppepkuBatoLlell Tepanuy NPOBOOAT OOHOKpAT-
HOe BHYTPMBEHHOE BBefeHMe Luknodoctamuza B 4o3e
750-1000 mr/M2, ecnv NpeaBapuTenbHO NMPUMEHSANCS Lin-
knodocamup Ons nepoparnibHOro npuemMa gns MHAyK-
uum pemuccum. Jledenne umknodgocamMmmgoM codeTarT C
nynbc-TepanMen MeTUNNPELHU30NIOHOM BHYTPUBEHHO B
fao3e 30 mr/kr Ha BBeeHWe (MakcumanbHo 1r) B TeueHne
3 CYT N exefHeBHbIM [BYXOOBbEMHEIM NNasMoobMeHOM
(yposeHb dokazamenbHocmu 1B, ypoeeHb pekomeHOa-
yuu A) B TedeHune 5unu 10 gHen.

Takke Ha3Ha4yalT BHYTPUBEHHbLIA UMMYHOMMOGYMUH
YyenoBeka HopMmanbHbIN, cogepxawmi 1gG, B gose 2 r/kr
Ha kypc n TUBIT — pumykcumab (yposeHb dokazamerb-
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Hocmu 3, yposeHb pexkomeHOayuu C) nnn uHgpaukcumab
(yposeHb dokazamesibHocmu 3, yposeHb pekomeHdayuu C).
MNpegnoytutensHee NpUMeHeHne puTykcmaoba.

lMpu paszsumuu nezkux obocmpeHuli u Hecmolikol
pemuccuu LuenecoobpasHo nepeknioyeHne Ha npenapa-
Tbl BTOPOW NHUK (MUKOdeHonata MogeTus1, LMKIoCcno-
PVH, MeTOTpeKcar).

Ans npogunakmuku nHeemMoyucmHol MHe8MOHUU
y NaLMEeHTOB C NOPaXeHWEeM Nerkux, a Takke y feTen, no-
nyyatowmx yuknodgocdamug n putykcumad, npuMeHsaoT
KO-TPMMOKCa30n (yposeHb 0okazamesibHocmu 4, ypoeeHb
pexkomerHOayuu D) B npocunaktuyeckon fose 5 mr/kr B
cyT 1 pa3BcyT

[o3bl nMMyHOZenpeccaHToB, X Nobo4vHble 3 dEKThI
npeacTaBneHsl B 1abn. 4.

Xupypruyeckoe neyeHue
MNpoBoasrT:

= HanoXeHue TPaxeoCTOMbl MPWU CTEHO3MPYOLEM noa-
CKNago4YHOM FapuHIUTE, OCMOXHUBLUEMCS Pa3BUTUEM
acdukeuu;

= npu NporpeccupyioLllemM dk3ogTanbme U yrpose crie-
NOTbl — pPe3eKuunto OBLLIMPHON rpaHyneMbl MArKMX
TKaHew opOuTHI;

= MMacTUKy CMMHKM HOca Npu hopMMpOBaHnM ero cea-
nosuaHon aedopmaunu;

= TpaHCMnaHTauu MNo4yek B Cryyae pasBUTUS TEPMU-
HarnbHOW NOYEYHON HELOCTAaTOUYHOCTM.

BEOEHUE NMALUMEHTOB

1. Bcem petam — odopmneHne crtatyca «pebeHOK-UH-
Banua».

2. OByyeHune Ha JOMy MOKa3aHO AeTsAM, NOMyvakLMm
TMBI.

3. Bo Bpems noceleHuns LWKOSbl He Noka3aHbl 3aHATUSA
uskynbTypon B obLiew rpynne.

4. 3anstus JIOK B cTagum pemuccumn 60ne3Hn co crnewm-

anncToM, 3HakoMbIM C 0COOEHHOCTAMU NATOMOMMN.

[MpoTnBonokasaH.bl:

BaKLUMUHALMS;

BBEJEHVE raMMa-rnobynuHa;

MHconaumsa (npebbiBaHne Ha COMHLE);

CMeHa Knumara;

nepeoxnaxaeHvie (B TOM YMCne KynaHue B BOJOeMax);

dmsnyeckme n ncmxmyeckne TpaBMbl;

KOHTaKTbl C AOMALUHUMMU XXUBOTHbLIMU;

neyeHne MMMyHOMOZYNSATOpaMU.

OO6yu4eHue 6o0nbLHOrO

BonbHOW 1 ero poguTenu OoMmkHbl 3HaTb 06 OCHOB-
HbIX KITMHUYECKUX MNpU3HaKax, xapaktepe 3aboneBaHus,
hakTopax, nposouupytowmx oboctpeHne. OHU JOIMKHbI
ObITb geTanbHO MHGOPMUPOBaHbEI 060 BCEX OOCTOMH-
cTBax U NobBOYHbIX apheKkTax NeKapCTBEHHLIX CPEACTB
(NC), HeobxogumocT perynsipHoro npuema npenapa-
ToB. Crnegyet MHCTPYKTUPOBaTb OOMbHbBIX O BaXXHOCTU

TLWaTENbHOrO PEerynsipHoro MOHUTOPMHIa NPOBOAUMON
Tepanuu. pn nosiBNeHN NoboYHbIX 3EEKTOB NALMEHT
JOJDKEeH 3HaTb O MOCNeaoBaTeNnbHOCTM CBOUX AEWNCTBUN
(BpemeHHOM oTMeHe JIC n obpalieHun k Bpady). Heob-
X0OUMO 0Oy4veHre caMnx NaumeHTOB U UX POaUTEnei
HaBblkaM €XeOHEBHbIX TPEHUPOBOK, a TaKXe ynpaHe-
HUSM ne4yebHoW PU3KYNbTYPHLI.

BepeHuve nauMeHTOB B CTaLMOHAPHbIX YCNOBUAX
CneunanuavpoBaHHasi, B TOM YMCII€ BbICOKOTEXHO-

NnornyHas, NMoMoLLb OKa3blBaeTCsl B AETCKOM peBMaToso-

r’MYeckoM OTAEeNeHMM MEeAUNLNHCKOW opraHM3auuu, roe

NPeAyCMOTPEHO Hanuume:

e OTOeneHnst aHecTe3nonorMn u peaHMmaTonormm Wunm
Onoka (nanatbl) peaHMaLn U UHTEHCUBHOW Tepanuu;

= MMMYyHOMoru4yeckon nabopaTopum C NPOTOYHbLIM Lin-

TochnyopumeTpom M obopygoBaHMeM [Onsi onpeaene-

HUA MMMYHOSOTMYECKMX MapKEpPOB PEBMATUYECKMX

©onesHen;

e OTOeneHust Ny4yeBOW AMarHOCTUKMK, BKMoYas kabu-
HEeT MarHUTHO-PEe30HAHCHOM U KOMMbIOTEPHON TO-
mMorpacumn ¢ NporpammMon Ansi UCCrneaoBaHus Cy-
CTaBOB;

« 3HAO0CKOMUYECKOro OTaeNeHus.

Momolb OKasbiBaeT Bpay-peBMAToOsor, COOTBETCTBYIO-
wwun KeanudukaumoHHbiM TpeboBaHKAM K creupnanuctam
C BbICLUMM N MOCNEBY30BCKAM MEAULMHCKUM WU hapma-
LieBTUYeCkMM 0bpa3oBaHMEM B cdepe 34paBOOXPaHEHMs!
Nno crneunanbHOCTU «peBMaTonorusiy 06e3 npeabsBneHns
TpeboBaHuin Kk cTaxy pabotsl (Mpukas MuH3gpascoupas-
BuTUs Poccum ot 7 nona 2009 r. Ne 415H ¢ nameHeHnsmu,
BHECEHHbIMK Mpuka3omM MuHsgpaBcoupassuTus Poccun
oT 26 gekabps 2011 r. Ne 1644H; Mpuka3 MuHagpascou-
passutusa Poccum ot 23 nions 2010 1. Ne 541H).

O6cnedosaHue u nedyeHue nayueHmos npoeodumcs 8
coomeemecmeuu co cmaHdapmom creyuanu3uposaHHol, 8
m.y. 8bICOKOMEXHOI02UYHOU, MEeOUUUHCKOU romowju 60o7sib-
HbIM C CUCMEMHbIMU 8acKy/umamu 8 yC/io8usix cmayuoHa-
pa unu OHee8H020 cmauyuoHapa.
= [eTsM C BbICOKOM U cCpefHeun CTeNeHbio akTUBHO-

CTn OOnesHu cneumanusMpoBaHHas MeauLMHCKas

MOMOLLb OKa3blBAETCS B YCMOBUSIX KPYrMOCYTOYHOIO

cTaumoHapa;

© [eTAM C HU3KOW CTEMEHb aKTMBHOCTU M PEMUCCU-
en bonesHu cneuuanv3vpoBaHHas MeaMUMHCKas Mo-
MOLLb OKa3blBaeTCs B YCMOBUSIX KPYINOCYTOYHOMO U
[OHEBHOro cTauuoHapa.
lpodomkumensHocmb ne4eHus nayueHma 6 cmauyuo-

Hape — 42 pHs.
lpodomkumenbHOCMb IeYeHUsT MayueHma 8 ycrosusix

O0HesHo20 cmauuoHapa — 14 gHen.

BeageHue nauueHTa, nomny4atoliero npoTMBOpPeEB-
MaTu4yeckue npenaparbi, UMMyHOAeNpPecCcaHTbl U/unu
rmen

Mo Havana neyeHus ecem nayueHmamMm — npoBefe-
Hue peakuun ManTy n KT rpyoHOM KneTkn Ans UcKnoye-
Hus Ty6epkynesa.
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Ta6nuua 4. [103bl, N0604HbIE 3GPEKTH MMMYHOAENPECCAHTOB. MOHUTOPUHI BOMbHbBIX

‘ MokasarTenb Linknodoccpamup AszaTtuonpwvH MukodeHonata modpeTnn LinknocnopuH MeTtoTpekcar
Hosa Peros: 2-3 mr/kr 1 pasBcyT— | Peros: 0,5-2,5 mr/kr 1 pas | Peros: 600 mr/m? 2 pasa B Peros: 3-5 Mr/kr B CyT, Per 0s un1 nogKoXHo:
2-3 Mec BHyTpuBEHHO: BCYyT — B TeveHue 1roga | cyT pasgeneHHble Ha 2 npuema | 10-15 mr/m2 1 pas B Hef
0,5-1,0 r/M? — exxemecs4HO nbonee
Mo6oyHble JlenkoneHuns Hncnencuyeckune seneHuns | Muenocynpeccus HapyLleHue dhyHKumnn MwnenoToKCUYHOCTb U
aheKThI [emopparnyeckui uuCTuUT [enaToOTOKCMYHOCTb Octpas anapes noyek NHTepPCTULMANbHbIN
ObpaTumas anonewuus Cbinb ®rnbpos nerkmx ApTtepunarnbHas MHEBMOHUT (PUCK
Becnnoane JlenkoneHus rmnepTeH3nd CHWXaeTcs npu npueme
Nenkemus, numdoma [enaToTOKCUYHOCTb (honmeBon KNCNOTbI)
lMepexogHo-kneToyHasi Tpemop O6paTtnmMoe noBeblLLEHNE
KapLMHOMa MOYEBOro MNy3bIps lMnepnnasus gecex ANT, ACT
fMnepTpmxo3 ®nbpo3 neyeHn
JInmpoma
KymynatusHas | He onucaHbl ansi oHKonormm He onncanbl He onucaHsbl He onncanbl He onncaHbl
TOKCHYecKas 500 mr/kr gna asoocnepMmum
nosa
KnuHnyeckni KnnHuyecknn aHanua KnuHnyecknin aHanms KnnHnyeckuin aHanua Al — 1pa3BHeq [o neyenus:
MOHUTOPUHT KpoBu — 1 pa3 B Hef, BO KpoBu — 1 pa3 BHeq B KpoBuM — 1 pa3 B2 Hepq OcHoBHble NokasaTenu peHTreHorpadgust unm
Bpems Tepanun (06bI4HO TeyeHune 1 mec nevenus, B TEYEHVe nepBbIX 2 Mec (OYHKLUN NMEYEHN 1 KT rpyaHon kneTku,
2-3 mec) 3atem 1 pa3 B 3mecC neveHus, 3atem 1 pa3B noyek (¢ pacyeTom KIMHUYECKNI aHanm3
OueHka pyHKLMM noYek mMec CKOPOCTH KIyBGo4KOBOW kposu, AT, ACT
neYeHn 00 Hayana neyeHus, OcHOBHbIE MoKa3aTenu ¢unbTpaumm) — oo Havyana | Bo Bpemst neveHus:
3aTem 1 pa3 B MeC (YHKLIMM NeYeHn 1 neyeHus u 1 pas B Mec KIMHWYECKMIN aHanm3
novyek— 1 pa3 B Mec Broncusa nodkn — kaxaple | kposu, AT, ACT — 1 pas
3roga B2 Hen
BpemeHHas CHuanTb go3y fo 250-300 CHwxeHue yncna CHwxeHwue uncna MoBbiwenne AT, ACT, Mosbiwenne ANT, ACT
OoTMeHa n/vnu MI/M2 PV NoYeyHOoM HenTpodunos HenTpodumnos KpeaTuHWHa, MOYEBUHbI BbiLle pedepEHCHbIX
CHWXKEHne NN Ne4YEHOYHON < 1,5 % 10%n u/unn <1,5%10%n BbiLe pedepPEHCHbIX 3HaJeHui
[03bl HeJOoCTaTOYHOCTH TpombouunToB n/vnm TpomboLmToB 3Ha4YeHun CHuxeHue yncna

CHuxXeHne yncna
HenTpodunos < 1,5 x 10%/n
n/vnm TpomboLMTOB

<150 x 10%n

lematypus

<150 x 10%n

<150 x 10%n
3HauynTenbHble NOOOYHbIE
adpekTbl co cTopoHbl XKKT

CHmxXeHne yncna
HenTpodunos
<1,5%10%n

n/vnu TpoMGoLNTOB
<150 x 10%n

HenTpodunos
<1,5x10%n

n/vunn TpomMGoLNTOB

< 150 x 10%/n unu npm
NX BBICTPOM CHUXKEHUN
PassuTtne nHdexuni
[ucnencuyeckne
ABMeHUs (TOLWHOTA,
pBOTa, Anapes)
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FPAHYNEMATO3 BEFEHEPA

Bo epems neveHus.

fnayueHmam, fosyqawum ummyHoodenpeccaHmal, —
nposegeHune peakunm Manty n KT rpygHORn KneTku
1pasBrog;

nayueHmam, nonydarowum MBll, — nposegeHune pe-
akumn ManTy 1 KT rpyaHon kneTku 1 pa3 B 6 mecsiLes.
Anzopumm delicmeull npu ebisieieHUU my6epKy-

Jn1e3Hol uHghekyuu

I7pu 8blA6JIeHUU T10J710XKUMeJIbHbIX my6epKyflUH06bIX

npob (peakumst MaHTy: nanyna > 5 Mm):

HanpaBfeHWe Ha KOHCYNbTauui K Bpayy-hTm3vatpy
ANS pelleHWs Bonpoca O nposefeHuy [uackuHTecTa,
Ty6epkynmHoBEIX NPo6 C pasBefeHveM, KBaHTUdepPO-
HOBOrO TECTA M Ha3HA4YeHUN cneumduyeckon XMmMmo-
Tepanuv Npy HanU4yMn NOKa3aHN.

[pu ebisienieHUU akmugHO20 MybepKyne3Ho20 npoyecca:
meToTtpekcaT n MBI oTMeHNTD;

HabntogeHue y pTnsmnaTpa;

nposegeHne cneumduyeckon NpoTuBoTybepKynes-
HOW XuMmnoTepanuu;

KOHCYNbTaLmMs Mo BOMPOCY KOPPEKLUMM NPOTUBOPEB-
MaTU4ecKoW Tepanuu B PEBMAaTONOrMYeckoMm oTaene-
HUW, UHALMMPOBABLUEM NeYyeHue UMMYHOAenpeccaH-
TOoM w/unn MBI,

B cnyyae mybepkynesHol uHgekyuu 6e3 oyaea:

MBI oTMEHNTD;

neyeHne MeTOTPeKCaToM B CTaHZApPTHOW O03€e Mpo-
JOTKNTb;

HabnogeHwe y ptmsmnatpa;

nposegeHne cneumduyeckon NpoTMBoTyb6epKynes-
HOW XMMUOTEpanuu B TeYeHne 3 Mecsues;

pelleHne Bomnpoca O Bo3oOHOBNeHUM Tepanuu MBI
NpUHUMaEeTCs B Cneunanu3MpoBaHHOM pPeBMaToso-
rMYecKoM CTauuoHape, MHULMUPOBABLLEM Tepanuio,
nocrne npoBefeHus Kypca crneumguyeckon XmmuoTe-
panuu n paspeLueHuns ruavatpa.

BepeHue naumeHTa, nony4atowero putykcumao
Bcem nayueHmam npu HasHa4eHuu pumykcumaba:
KO-TPMMOKCa30mn + TpUMEeTonpuMm per 0S B npodou-
nakTuyeckon 4ose 5 Mr/kr B CyT — MOCTOSIHHO Ha
BpeMs feveHns), a Takxe B TedeHune 1 roga nocne ero
OTMeHbI. Llenb — npodmnaktnka nHEBMOLMCTHOM
NHEKUNN.

B cniyyae nosienieHusi KamaparsibHbIX si8Jf1eHUl, JIUXO-

padku u nodKawueaHus.

OTMEHUTb NNaHOBOE BBELEHNE PUTYKCUMaba;

KT nerkux gns UCKMYeHnss OCTPOW MHTepCcTULMAlb-
HOW MHEBMOHWU;

cepornornyeckoe uccrefoBaHue KpoBU: onpeaeneHue
aHTWUTeN K NMHeBMoOUMCTaM, Xnamuauam, MuKoniasmam,
BMpPYCY npocToro repneca, LMB, Bupycy dnwterHa—
Bapp;

nccnefoBaHne acnupara, MoOKpoThl (Mpy ee Hanm4mm)
NS onpefeneHns aHTUreHoB XnaMuauii, MUKonnasm,
MHEBMOLIUCT;

nccnegoBaHne CrtOHbI U MOYK, KPOBU METOOO0M Mo-
NMMepasHomn LenHoW peakuun Ons BbISIBNIEHNUS akTUB-

HOW pennukauum BUpYyCcoB NpocToro repneca, LMB,
OnwTenHa—bapp.
B cnyyae ocmpoli uHmepcmuyuanbHol MHe8MOHUU

no daHHbIM KT (ewje Ao nonyyeHusi pesysnbmamos sa-
60pamopHbIx uccnedosaHull):

OTMEHUTb NMIAHOBOE BBEAEHWE pUTyKCcMMaba;
KO-TPMMOKCa3on + TPUMETOMPUM BHYTPMBEHHO B
no3e 15 mr/kr B cyT (Mo TpUMeTONnpuMy) B TEYEHME
14-21 gHs;

KNapuUTPOMULIMH BHYTPUBEHHO B J03€e 15 MI/Kr B CyT B
TeyeHne 14-21 gHs;

LedTprakcoH BHyTpuBEHHO B fo3e 20-80 mr/kr B cyT
B TeyeHune 14 aHen.

B cnyyae akmueHoOU 2epnemuyeckol, LMB, 3n-

wmeliHa-bapp eupycHol uHgekyuu.

OTMEHUTb NMIAHOBOE BBEAEHWE PUTYKCMMaba;
auMKIoBUp BHYTPUBEHHO B Ao03e 5—-10 Mr/kr Ha BBeAe-
HWe Kaxable 84, unn

raHUMKNOBMP BHYTPMBEHHO B A03e 5 Mr/Kr Ha BBefe-
HMe Kaxable 12 4 B TeveHune 14-21 gHs;
YerioBEYECKUA HOpMarbHbIN BHYTPUBEHHbLIA UMMY-
HornoGynuH, cogepxawwmin IgG, BHYyTpUBEHHO B A03€e
0,2-0,5 r/kr Ha kypcC.

B cnyyae cencuca:

OTMEHUTb NTAHOBOE BBEAEHWE PUTYKCMMaba;
aHTnbakTepuanbHble mpenapaTbl LUMPOKOro CrnekTpa
OeCTBUS BHYTPUBEHHO: LedTprakcoH B gose 20—
80 mr/kr B CyT + amuKkauuH B 4o3e 15 Mr/kr B cyT unm
HEeTUNMULUH B Jo3e 5-7,5 Mr/Kr B CyT.

Mpun HeathheKTUBHOCTH:

MeponeHeM BHYTpuBEHHO B fo3e 10—20 Mr/kr B CyT;
ueconepasoH + cynbbaktam BHYTPUBEHHO B J03€
40-80 mr/kr B cyT;

YyenoBe4Yecknit HopmaribHbl BHYTPUBEHHbIA UM-
MyHorno®ynuH, cogepxawmun IgA, IgM, 1gG, BHy-
TPUBEHHO B A03e 5 MM/Kr Ha KypC B TeYeHue
3 nocnepoeaTtenbHbiX AHen. HeobxogmMmocTb no-
BTOPHOIO Kypca 3aBUCUT OT KITMHUYECKOTrO Teve-
HUSA 6onesHu.

B cnyyae uHgheKyuu KOXHbIX MOKPOB08 U MOOKOX-

HO-Xupoeol Knemy4amku (yennroaum).

OTMEHUTb NNaHOBOE BBELEHUE pUTYKCUMaba;
HabngeHne XMpyprom;

MecTHas Tepanusi;

aHTnbakTepuanbHble npenapaTbl LUIMPOKOrO Chek-
Tpa OencTBuUsA (aMOKCULIMMNUH, LedanocnopuHbl
3-ro Mnu 4-ro NOKONEHNSA BHYTPUMbILLEYHO UK
BHYTPUBEHHO).

B cnyyae uHghekyuu Moyeebleo0siujux nymedu:.
OTMEHUTb MTAHOBOE BBEEHWE PUTYKCMMaba;
OakTepmonornyeckoe UCCnefoBaHue MoYK;
aHTMbakTepuanbsHble npenaparbl;

YpPOCENTUKN.

TMpu ocmpoil unu o6ocmpeHUU XPOHUYECKOU UH-

gekyuu:.

OTMEHUTbL NNaHOBOE BBEAEHNE pMTchwma6a;
BO30OHOBMEHWE Tepanuu He paHee Yyem Yepes 1 He-
[ento nocne Bbl3JOPOBIIEHUA.
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PEBMATUYECKUE BEONE3HU Y OETEU

B cnydyae momasibHO20 CHUXEHUSI Cbi8OPOMOYHO20

YPOBHSI 8C€X UMMYHO2/106y/TUHOE;

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= YenoBeyeckui HopMasbHbIA BHYTPUBEHHBIA MMMYHO-
rnobynuH, cogepxawwmin 1gA, 19G, IgM, BHYTPMBEHHO B
[o3e 2—-8 Mn/Kr Ha Kypc ¢ uHTepBanom 1 mecsu. Ecnu
He JoCcTuraeTcs A0CTaTouHbIA ypoBeHb 1gG, nnm npo-
ucxoanT BeICTpoe ero NoHWXeHwne, 403y MOXHO yBe-
nMunTb A0 16 MN/Kr UM CoKpaTUTb MHTEPBAN MeXay
NHAY3NAMU.
B cnyyae nelikoneHuu u HelimponeHuu c abcosirom-

HbIM YucsioM Helimpogbusoe < 1,5 x 10%.

= OTMeHUTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBeJEeHMEe T[paHynouuMTapHOro KOMOHUECTUMYNK-
pytoLiero daktopa (punrpactm) NOOKOXHO B [03€e
5-10 MKr/kr Ha BBeeHMWe B TeueHne 3-5 aHen, npu He-
0bxoauMocTu — ponblue, 4O NOSIHOM HopManu3awum
yucna nenkounMToB U HEMTPOGIUIIOB.
B cnyyae ¢hebpunbHoli HelimponeHuu (Helimpore-

Husi, conposoxdaemasi Tluxopadkol):

= OTMEeHWTb NIaHOBOE BBEAEHUE pUTYKCUMaba;

= BBe[eHMe TrpaHynouuTapHOro KONOHUEeCTUMYINU-
pytoLiero daktopa (punrpactm) NOOKOXHO B [03€e
5-10 MKr/kr Ha BBeeHMWe B TeueHne 3-5 aHen, npu He-
0bxoauMocTn — ponblue, 4O NOSIHOM HopManu3awum
yncna nenkounToB U HEUTPOUIIOB;

= uedTprakcoH BHyTpUBEHHO B Ao3e 20-80 Mr/kr B cyT
[0 BOCCTAHOBMEHUS NMENKOLMTAPHOW hOpMynbl 1 npe-
KpaLleHUsi NIXopaKu.

BepeHue nauuneHTa, nonyyawuiero nHpnukcumad
lMeped nposedeHuem uHgy3uu uHgnukcumaba:

= KOHTPOJb KMMHUYECKOTO aHanm3a KpoBW: MPU CHUXKE-
HUW Yncna NeVkouMTOB, HEMTPodunoB, TpPOMOOLMTOB
WHDY3MI0 OTNOXUTL JO HOpManu3aummu nokasartenem;

= KOHTPOmnb BGUOXMMUYECKOrO aHanu3 Kposwm (06wmn 6e-
nok, 6enkoBble pakuumn, MOYEBUHA, KpeaTUHWH, bu-
nMpY6WH, Kanui, HaTpWiA, NOHW3UPOBAHHLIA KalbLUWi,
ANT, ACT, ITT, wenoyHas ¢ocgartasa): npu NOBbILLEHUN
ypoBHsi AJ1T, ACT, bunmpybuHa, kpeaTHuHa, MOYEBUHBI
VHY3MI0 OTNOXMTE 40 HOpManu3auumn nokasaTtenen.
Mpu pa3sumuu annepauyeckux peakyuu.

= MEeCTHbIE MHBEKLMOHHbIE peakuuu: Tepanuio Npogon-
XWTb NOA KOHTPOJIEM Bpava-peBmaTosnora.

= CUCTEMHblE annepruyeckme peakumm: UHpIKcmao
OTMEHUTb.
lpu nosieneHuu 8 cbiBOPOMKe Kpoeu aHMUuHyKJle-

apHo2o ¢hakmopa u/unu aHmumen k [JHK Ha ¢one

mepanuu.

= WHNMKCMMab OTMEHUTB.
TMpu ocmpol unu o6ocmpeHUU XPOHUYECKOU UH-

ekyuu:

= OTMEHWTb NNTAaHOBOE BBeAEHWE MHNMKCMMaba;

= BO300HOBNEHNE Tepanuu uHdnukcumabom He paHee
Yyem yepe3 1 Hefento nocne BbI3AOPOBMEHUS;

= Mpu NPUMEHEHUN MHNUKCMMaba MakcumarnbHas anu-
TeNbHOCTb MNepepbiBa MEXAY UHPY3MaMu — 12 He-
Jenb. B cnyyae nepepuia Gonee 12 Hepenb MHAQMUK-

cuMab OTMEHUTb B CBSA3M C BbICOKUM PUCKOM Pa3BUTUSA
aHauNakTM4eckon peakLmm.

BepeHnue nauneHToB B amOynaTopHo-
NONMUKNUHUYECKNX YCITOBUAX

AMBYnaTopHO-NONMKIMHNYECKas MOMOLLb OKa3blBa-
€TCs B AETCKOM PEBMATONIONMYeckoM KabuHeTe.

Momolp OKasbiBaeT Bpay-peBMATONor, COOTBETCTBYHO-
wun KeanudukaumoHHbiM TpeboBaHusaM K cneumanuctam
C BbICLUMM M MOCMEBY30BCKUM MEAULMHCKUM U apma-
LeBTMYeckMM obpas3oBaHuem B cdepe 34paBOOXpaHEeHUs
no crneunanbHOCTM «peBmaTonorusy 06e3 npeabsBneHus
TpeboBaHun k ctaxy paboTbl (MMpuka3 MuH3gpascoupas-
BuTMSA Poccum ot 7 niong 2009 r. Ne 415H ¢ nameHeHusaMu,
BHECEHHbIMM npuka3om MuHsgpascoupassutus Poccuun
oT 26 pekabps 2011 r. Ne 1644H; Mpuka3 MuHagpascou-
pas3sutus Poccum ot 23 nions 2010 1. Ne 541H).

BepeHue nauyueHTa, nonyvarwwero MK n/ivnm nmmy-
HoAenpeccaHTbl

Ocmomp epavom-pesmamono2om — 1 pa3 B MecsiL.

KnuHu4eckul aHanu3 kposu (KOHLEHTpauus reMorno-
OuvHa, YnCrno 3pUTPOLMTOB, TPOMOOLMTOB, MENKOLIMTOB,
nenkounTapHas copmyna, CO3) — 1 pa3s B 2 Hegenw.

KnuHuyeckuti aHanus moyu — 1 pa3 B 2 Hegenw.

KoHmponb 6uoxumudeckux nokazamenel (obwun Ge-
nok, 6enkoBble pakuum, MOYEBMHA, KpeaTUHWH, bunu-
pYyOWH, Kanuin, HaTPU, NOHU3NPOBAHHBLIA Kanbuun, AJlT,
ACT, ITT, wenoyHow ¢ocarassl) — 1 pa3 B 2 Hegenw.

KoHmpornb ummyHonozudyeckux nokasamesel (CPB; no
nokasaHmsMm — IgA, IgM, IgG, AH®) — 1 pa3 B 3 mecsua.

OKI — 1 pa3 B 3 mecsua.

Y3U 6prowHol nonocmu, cepdua, nodyek — 1 pas B
6 mecsLeB.

[naHoeass eocnumanu3ayusi 8 pPesmMamornoauyeckoe
omdeneHue — 2 pasa B rof A58 NpoBeAeHUs NMOJSHOro
obcnenoBaHys U KOppeKL MU Tepanuu.

BHernnaHoeasi eocriumanu3ayusi — B crnydyae obocTpe-
HWs1 3aboneBaHus.

Anzopumm delicmeull npu uzMmeHeHuu nabopamop-
HbIX Moka3ameJiel

B cnyyae cHuXeHus 4ucna nedkoyumos, 3pumpoyu-
mos, mpomMbouumMo8 HUXe HOPMAI;
= VMMYHOZENPECCAHTLI OTMEHUTL Ha 57 aHen;
= [locne KOHTPOMBLHOIO aHanuaa KPoBM Yepes 5—7 AHeN:

— Npu HopManuaauuu nokasatenen BO30OHOBUTL
npuem npenapara;

— MpPU COXPaHSIOLMXCS U3MEHEHUSIX — KOHCYMbTa-
uusi peematosora, npu HeobxogumocTu rocnuTa-
nusauus.

pu nosbiweHUU ypoBHs MOYeBUHbI, KpeamuHuHa, AJIT,
ACT, ITT, bunupybuHa 8biuie HOPMbI.
= VMMYHOZEenpeccaHTbl OTMEHUTb Ha 5—7 OHEeN;
< MOCMNe KOHTPOJSIbHOMO aHanusa KpoBu Yepes 5—7 OHe:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
npuem npenapara;

— TPU COXPaHSIIOLLMXCH U3MEHEHUSIX — KOHCYMbTauus
peBmaTornora, Npu Heo6XOANMOCTH FOCIUTaNMU3aLms.
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FPAHYNEMATO3 BEFEHEPA

BepeHue naumeHTa, nonyyatowiero putykcumao

Ocmomp epayom-pesmamornoeom — 1 pa3 B 2 Hegenw.

KnuHuyveckul aHanu3 kposu (KOHLEHTpauus remMorno-
OvHa, YMCno 3PUTPOLIMTOB, TPOMOOLIMTOB, NENKOLNTOB,
nenkouuTapHas ¢opmyna, CO3) — 1 pa3 B 2 Hegenw.

KnuHuyveckut aHanu3 moyu — 1 pa3s B 2 Hegenu.

KoHmponb 6uoxumuyeckux nokasamenel (obwmin Ge-
nok, 6enkoBble pakuuM, MOYEBMHA, KPeaTUHWH, Bunu-
PYOWH, Kanuii, HaTPUi, MOHU3MPOBAHHLIA Kanbuui, AJlT,
ACT, ITT, wenoyHas ¢ocdartasa)— 1 pa3 B 2 Hegenw;

Konmponb ummyHonoeudeckux rnokazamened (I1gA,
IgM, 1gG, CPE, P®, AH®) — 1 pa3 B 3 mecsLa.

OKI— 1 pa3 B 3 mecsiua.

Y3 bprowHol nonocmu, cepdua, noyek — 1 pas B
6 mecsaueB.

lnaHosas e2ocrnumanu3ayusi 8 pPesmMamosioauyecKoe
omdeneHue — 2 pasa B rog Ansi NpoBeAeHus1 NOMHOro
obcnepoBaHys U KOpPEKL MU Tepanuu.

BHennaHoeas 2ocnumanusayusi — B crnyvae obocTpe-
HUs BonesHu.

Anzopumm delicmeuli npu usmeHeHuu sabopamop-
HbIX MOKa3amersiel, MosigJIeHUU CUMIMOMO8 pecrnupa-
mopHoU uUHgheKyuu, TUxopadku

B cnyyae nelikoneHuu u HelmponeHuu ¢ abcomomHbIM
yucnom Hetimpoghurnos < 1,5 x 10%/r:
= MponyCTUTb NIaHOBbIN NPUEM UMMYHOAENPECCAHTOB;
= KOHCynbTauus B Cneunanu3nMpoBaHHOM peBMaTonoru-

YECKOM OTAEMEHUN, MHMLMMPOBABLUEM TEpanuio pu-

Tykcumabow;
= BBEJEHME TpaHyfouMTapHOro KONOHUECTUMYNU-

pytoLLero caktopa (cunrpactm) MOLAKOXKHO B A03€

5-10 mkr/kr Ha BBegeHue B TedeHue 3-5 gHen, npu He-

06xoauMocTn — ponblue, 4O NOSIHOM HopManu3awum

yucna nenkounMToB U HEMTPOGIUIIOB.

B cnyyae ¢ebpunbHol HelimponeHuu (HelmpomneHus,
conpogoxdaemas nuxopadkol):
= MponyCTUTb NIAHOBbIN NPUEM UMMYHOAENPECCAHTOB;
= BBeJEHWEe TpPaHynouUTapHOro KOJIOHNECTUMYNK-

pytoLero caktopa (cunrpactum) MOLAKOXHO B A03€e

5-10 MKr/Kr Ha BBeeHWe B TedeHne 3-5 gHen, npu He-

06xoauMocTn — ponblue, 4O NOSIHOM HopManu3awum

yucna nemkoumuToB U HEMTPOUIIOB;
= HasHayeHue aHTMbakTepuarnbHbIX NPenapaToB LUMPO-

KOro crnektpa AeicTBus ANis NnpefoTBpalleHuss pas-

BUTUS HEMTPOMNEHMYeCcKoro cencuca (LedTprUakcoH B

Ao3e 50-100 Mr/Kr B CyT BHYTPUMBILIEYHO WS BHY-

TPUBEHHO);
= CpoyHas rocnutanusauus B AETCKOE peBMaTtoriornye-

ckoe oTheneHue (hedepanbHOro LEeHTpa, WUHULMMPO-

BaBLLEro Tepanuio puTykcumaoom.

pu nossiweHUU yposHs MOYe8UHbI, KpeamuHuHa, AJIT,
ACT, ITT, bunupybuHa 8biuie HOPMbI.
= MpOoMyCTUTL MNaHOBLIV NPUEM MMMYHOLENPECCAHTOB;
= KOHCynbTauus B Cneuunann3upoBaHHOM peBMaTonoru-

YeCKOM OTAENeHUN, MHULMMPOBABLLEM Tepanuio pu-

Tykcumabowm;
= B0300OHOBMEHWE Mpuema MMMYHOLENpPeccaHToB Mo-

Crne HOpManu3auum nokasaTtenen.

B cnyyae kamaparnbHeix a8neHul, uxopadku:

© MponyCTUTb NJIAHOBbIN NPUEM UMMYHOOENPECCAHTOB;

= KOHCynbTauus B CneuuanvM3npoBaHHOM peBMaTonoru-
YeckoM OTAENEHWUW, UHULMMPOBAaBLLEM Tepanuio pu-
TyKCmabowm;

= KT nerkux gns ucknyeHus WHTepcTuuMansHon (atu-
MUYHOM) NMHEBMOHMM (Ha paHHEM 3Tane NpPOoTeKaeT, Kak
npasuno, 6eCCUMNTOMHO, C NOCrneaylwWwmUmM pasBUTUEM
ObIXaTeNbHON HE4OCTaTOYHOCTH);

= HasHayeHue Ko-TpMMOoKcasona + TpMMeTonpmM B 403e
15 mr/kr B cyT, KnaputpoMuumHa B go3e 15 mr/kr B cyT,
uedTpuakcoHa B fose 50-100 Mr/kr B CyT BHYTPUMbI-
LUEYHO MUNN BHYTPUBEHHO;

= CpoyHas rocnutanusauus B 4EeTCKOe peBmatornormye-
ckoe oTaeneHue eaepanbHoOro LeHTpa, UHULMKUPO-
BaBLUEro Tepanuio pUTyKCMmMaoom.

BepeHue naumeHTa, nonyyatowero nHcnkcumao

Ocmomp spavom-pesmamono2om — 1 pa3 B MecsiLl.

KnuHuveckul aHanu3 kposu (KOHUEHTpauus remormo-
Ou1Ha, YnCcno apuUTPOLMTOB, TPOMOOLMTOB, NENKOLMUTOB,
nenkounTapHas copmyna, CO3) — 1 pa3s B 2 Hegenw.

KoHmponb 6uoxumuyeckux nokasamesel (MOYEBUHa,
KpeaTuHWH, 6unupyoun, ANT, ACT) — 1 pa3 B 2 Hegenu.

KoHmpornb ummyHonoeu4eckux nokasamenel (CPB,
P®) — 1 pas B 3 mecsua; AH®, aHTuTena K gBycrnupans-
Hon [JHK — 1 pa3 B 6 mec.

OKI— 1 pa3 B 3 mecsua.

Y3 bprowHol nonocmu, cepduya, noyek — 1 pa3 B
6 mecsLeB.

lnaHosass eocnumarnu3ayusi 8 pesmMamosioauyecKoe
omdeneHue — 2 pasa B rof A58 NpoBeAeHUs NMOSHOro
obcnenoBaHus U KOPPEKL MU Tepanuu.

BHernnaHoeasi eocriumanu3ayusi — B crnydyae obocTpe-
H1A 6onesHu.

Anezopumm delicmeull npu usMeHeHuu nabopamop-
HbIX rMokasameseul, MosigJIeHUU CUMMMOMO8 pecnupa-
mopHol uHekyuu, nuxopadku, annepauqdeckux peak-
yusix

lpu cHuxeHuu Yucna neukoyumos, 3pUMPOUUMO8,
mpomboyumo8 HUXe HOPMbI;
< MPONyCTUTb NMIAHOBLIA NPUEM UMMYHOLENPECCAHTOB

1 nHrMkcnmaba;
< MOCMNe KOHTPOJSILHOMO aHanusa KpoBu Yepes 5—7 OHe:

— npu HopManuaauuu nokasatenei BO30OHOBUTb
NpYMeHeHne npenaparos;

— MPU COXPAHSIIOLLMXCA U3MEHEHUAX — KOHCYyIbTa-
uusi peBmatosora, npu HeobxogumocTu rocnuTa-
nu3auus.

[Npu nosbiweHUU yposHs MOYe8UHbI, KpeamuHuHa, AJIT,

ACT, 6unupybuHa 8bilie HOPMbI.
< PONyCTUTb NAHOBLIA NMPUEM UMMYHOLENPECCAHTOB

N MHGNIMKCUMaba;
= KOHCynbTauusl B CMeuManusnpoBaHHOM pEBMaToONor-

YeCKOM OTAENEeHUn, MHULMMPOBABLLEM Tepanuio UH-

drmkcumadom;
= B0300OHOBINEHWE BBeAEHUs npenapaToB nocne Hopma-

nusaumm GUOXUMNYECKUX MOKa3aTenemn.
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PEBMATUYECKUE BEONE3HU Y OETEU

lMpu ocmpol unu obocmpeHuu XPOHUYECKOU UH-
¢dekuuu:
< MponycTUTb MNaHOBbIA MPUEM UMMYHOLENPECCAHTOB
N MHNMKCUMaba;
= BO300HOBMEHNE Tepanuu He paHee Yem yepes 1 He-
JEnto nocrne BbI34OPOBMEHUS.
lMpu pazgumuu annepauyeckux peakyuli Ha UHb-
ekyuu (uHepysuu) uHeubumopos ®HO-a unu abama-
yenma.
= MEeCTHbIE MHBEKLMOHHbIE peakuuu: Tepanuio Npogon-
XUTb N0 KOHTPOJIEM Bpaya-peBmaTtornora;
= CUCTEMHblE annepruyeckne peakuun: MHIMKeMmab
OTMEHWUTB.

MOKA3AHUA K TENEMEOULUHCKUAM
KOHCYIbTALUAM

1. OueHka nokasaHwui ong rocnuTanu3auMnm nauueHTa
B peBMartonoruyeckoe otaeneHue genepanbHoOro
ueHTpa.

2. KoHcynbTaums TspKenblX NauMeHTOB ANS PeLleHnst BO-
npoca o HeobxoanmocTu 1 Be3onacHoOCTU TpaHcnop-
TUPOBKM 6OMLHOIO B (hefeparnbHbIi LIEHTP.

3. KoHcynbTauusa naumeHToB 6€3 yCTaHOBIEHHOTO
AvarHosa c nogo3peHumem Ha rpaHynemaTos Bere-
Hepa.

4. KoHcynbTtaums HeTpaHcrnopTabenbHbiX OO0MbHbLIX 451
peLLeHns Bonpoca O AUarHOCTUKE U NTEYEHUMN.

5. KoHcynbTauusi gns pelieHust Bonpoca 06 MHMUMauum
Tepanuu TUBI npn HeadheKTMBHOCTM Tepanu NMMY-
HogenpeccaHTaMu B TedyeHne 3 MecsiLeB.

6. KoHcynbraumsa Ans pelleHns Bornpoca O nepekriovde-
HUW Ha apyrou UBI npu HeahekTUBHOCTH Tepanum
MBI B TeyeHne 3 mecsiLes.

7. Koppekuusa Tepanuum npu HenepeHoCuMocT npoTu-
BOpeBMaTUYeCKUX NpenapaTos.

8. KoHcynbtaums G0MbHbIX, HyXXAaloWmxcs B nannuaTme-
HOW MEeANLIMHCKOW MOMOLLIN.

MPOPUNAKTUKA

Mepeu4Hasi npoghunakmuka He paspabortaHa, no-

CKOMbKY 3TMOJIOMMS OKOHYaTENbHO HE YCTaHOBMEHA.
Bmopu4Has npocpunakmuka BKIOMaeT KOMMMEKC

MEeponpuATAN, HanpasfieHHbIX Ha NpegoTBpalleHVe pe-

LumavBoB 3ab0neBaHus:

= [ucCnaHcepHoe HabnodeHue;

= [nuTenbHOEe MpoBeAeHVe NoadepXuBalolwen Tepa-
nun, paspaboTaHHOW C y4eTOM MHAMBUAYaNbHbIX OCO-
BeHHOCTEN NaumeHTa v BapuaHta 6onesHu;

= MOCTOSIHHbIN KOHTPONb 6e30nacHOCTM NPOBOLAMMOrO
neyeHns u npu HeobxoaMMOCTM Ero KOPPEKLUS;

= obecneyveHne OXpaHUTENbHOro pexnma (orpaHunye-
HME NCUXO3MOLMOHASBHBIX U (PU3NYECKNX HAarpysoK,
npu HeobxoanmocTn obyyeHune AeTei Ha AOMy, noce-
LLieH1e LIKOSbI NLWb MPWU MOYYEeHUN CTONKON KITUHW-
ko-nabopaTopHOWN peMUCccun, orpaHNYeHne KOHTakK-
TOB A9 YMEHbLUEHUS pUCKa PasBUTUS MHMEKLMOHHbBIX
3aboneBaHuin);

= fpefgoxpaHeHWe OT WHCOoMAuUM (MCNoNb3oBaHue
COMHLE3aLMTHLIX KPEMOB, HOLUEHWEe OAeXAbl, Mak-
CMMarnbHO 3aKpblBalOLLEN KOXY, rOfoBHbIX YOopoB
C MOnsAMKM, OTKa3 OT NMOe3O0K B PErMOHbl C BbICOKMM
YPOBHEM UHCONALMN);

« JCKMtoYeHne npuMmeHerHns YOO;

= BBefeHWe ramma-rnobynmHa ocCyLecTBNAeTcs TOMbKO
npwv abcontoTHbIX MOKa3aHUSIX.

Ucxodbl UTMPOIrHO3

MporHo3 3aboneBaHust Npy OTCYTCTBUU aOeKBATHOIO
neyeHuns Bcerga nnoxon. Y 40% OGonbHbIX pasBuBaeTcst
XpoHM4YecKkas novyeyHas HeJOCTaTOYHOCTb.

CwmepTHOCTE Mpu rpaHynemaTtose Berenepa cocrtaBns-
eT 12%. OCHOBHble MPUYUHBI — MNporpeccupyroas no-
YyeyHasd HeJoCTaTOYHOCTb, MOpPaXeHue Nerknx n UHMekK-
LMOHHbIE OCIIOXHEHMUS (CEencuc) MMMYHOCYNPECCUBHOM
Tepanuu.
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BONE3Hb LUEHNEUMHA-TEHOXA

METOAONOIMMA

MeToabl, ucnonb3yembie gns cbopa/cenekuun go-
Ka3aTenbcTB
Mounck B anekTpoHHbIX 6a3ax AaHHbIX.

OnucaHue meToAOB, UCMONIb30BAHHbLIX ANS OLLEHKU
KavyecTBa U CUNbl AOKa3aTenbLCTB

[lokasatenbHow 6a3on ans pekomeHgauui SBNSOTCA
ny6nukauum, sowepwme B KoxpenHoBcKyto 6ubnunoteky,
6a3bl gaHHbIx EMBASE, MEDLINE u PubMed. Mmy6uHa no-
ncka — 5 ner.

MeToabl, ncnonb3oBaHHbIe OIS OLLEHKU KayecTBa
M CUNbl AOKa3aTenbLCTB
= KoHceHcyc akcnepToB.
= OueHKa 3Ha4MMOCTV B COOTBETCTBUN C PENTUHIOBON
CXEMOW.

MeTtogbl, ucnonb3oBaHHble ANA aHanu3a [oKa3sa-
TenbCTB
= (O0630pbl 0Ny6IMKOBaHHLIX METaaHamnM30B.
= Cuctematnyeckme 0630pbl € Tabnuuamm gOKa3aTenbCTB.

OnucaHne MeTOAOB, UCMOMb30BaHHbLIX AN aHaNM-
3agoKasaTenbCTB

Mpy oTGope nyGnukauunii Kak noTeHuManbHbIX UC-
TOYHWKOB [0Ka3aTeNIbCTB UCMOMb30BaHHasa B KaKOOM WUC-
cnefoBaHUM MeTOdONOrMst U3yyaetcs AN Toro, YToObl
ybeauTbca B ee BanuaHocTu. PesynbTaT u3ydeHuss BnvsieT
Ha YpPOBEHb [oKa3aTeNnbCTB, NpUcBavBaeMblii Nybnuka-
LMK, YTO B CBOIO 0Yepedb BMUSIET Ha CUIy peKoMeHJaLun.

[na MUHUMMU3aLUMU NOTEHLMAlbHbIX OLUMBOK KaxKaoe
uccrneoBaHe OLEHMBaNock HesaBucumo. Jliobble pas-
NUYKs B OLleHKax obCykaanuchb Bceli rpynnoii aBTopos B
nonHom coctase. [1py HEBO3MOXHOCTU AOCTUXKEHUS KOH-
CeHcyca NpuBIeKkasncst He3aBUCUMbIA SKCTEPT.

Tabnuubl AokasaTenbCTB 3aMofHANMCL aBTOPaMu
KMMHWUYECKUX peKoMeHOaLNi.

MeToakbl, ncnonb3oBaHHble AN ¢opmMynupoBaHUs
pekomMmeHaaumnmn
= KoHceHcyc akcnepToB.

UHpgukaTopbl JOOpOKa4eCTBEHHOW MpPaKTUKU
(Good Practice Points, GPPs)

PekomeHayemast nobpokayecTBeHHas npaktuka Gasu-
pyeTcs Ha KMMHUYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
pekomeHaaunin.

JKoOHOMMYEeCKMI aHanu3
AHanus CTOMMOCTW HEe NMPOBOAUICS W NyGnukaummn no
(hapmaKkosKOHOMMKE He aHanM3MpOoBasuCh.
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MeTtoa Banugusaumm pekoMmeHgaumm
= BHelLLHAs aKcnepTHas OLEeHKa.
= BHyTpeHHsIst akcnepTHas oLieHKa.

OnucaHue MeToaa BanuMausauum pekoMeHaaumm

HacTosiwme pekomeHgaumn B nNpeaBapuTenbHOn Bep-
cuK Bbinn peLeH3npoBaHbl HE3aBUCUMBLIMK SKCNepTamum,
KOTOpbIX Mpexae BCEro npocunm npoKOMMEHTMPOBATb,
HACKOMNbKO AOCTYMHA 4SS MOHUMaHWS WHTEpnpeTauust [o-
kasaTenbCTB, Nexallas B OCHOBE peKOMeHJaL uil.

OT Bpayen NepBMYHOrO 3BEHA (OETCKUX PEeBMaTosIo-
roB) MoslydeHbl KOMMEHTaPWUM B OTHOLUEHMW JOXOAYN-
BOCTM U3NOXEHUS AaHHbIX peKoMeHZauui, a Takke ux
OLeHKa Ba)XHOCTW MpeasiaraeMbix pekoMeHAauni Kak
MHCTPYMEHTA NOBCEAHEBHOW MPaKTUKN.

Bce koMMeHTapuu, MoslyYeHHble OT 3KCrMepToB, TLUa-
TENbHO CMUCTEMaTU3MpoBanuUCbL M obCyxaanucb YneHamm
paboyen rpynnbl (aBTOpamMu pekomeHgaumn). Kaxgbli
NyHKT 06cyxaancst B OTAeNbHOCTH.

KoHcynbTaums n akcnepTHas oLeHKa

[MpoekT pekomeHaauun Bbin peueH3poBaH He3aBu-
CMMbIMW 3KCNEepTamu, KOTOPbIX NMPeXxae BCEro npocunu
MPOKOMMEHTMPOBATL [OXOAYMBOCTb U TOYHOCTb UHTEP-
npeTaumn AokasaTenbHon 6asbl, Nexalleil B OCHOBE pe-
KOMeHJauum.

Pabouas rpynna

[na okoHYyaTenbHOW pefakumMm U KOHTPOSS Kade-
CTBa pekomeHZauny Obiniv MOBTOPHO MpoaHanunanpo-
BaHbl YneHamu paboyel rpynmnbl, KOTOpble NPULLIK
K 3aK/lOYEeHM0, YTO BCE 3ameyaHuss U KOMMeHTapuu
3KCMNepTOB MPUHATHI BO BHUMAHWE, PUCK cucTemMaTuye-
CKMX oLINOOK Npu pa3paboTke pekoMeHdauuMn cBeneH
K MUHUMYMY.

OcHOBHbIe peKoMeHaaumnm

YpOBHM [0Ka3aTeNlbHOCTV UCMOMNb3yeMbIX MeOULNH-
CKMX TexHomnorun no onpegenexHuo LleHTpa gokasatens-
HoW MeauLmMHbl OKCOPOCKOro yHUBepcuTeTa.

Knacc (yposeHb) | (A): bonbluve OBOWHbIE CRenble nna-
LleGOKOHTpONMPYyeMble  UCCNEedOBaHWS, @ TakXKe [AaHHble,
nonyyeHHble MpY MeTaaHann3e HeCKOMbKUX PaHOOMMU3N-
POBaHHbIX KOHTPONMPYEMbIX UCCIE0BaHUN.

Knacc (yposens) 1l (B): Hebonblune paHOOMU3MPOBaH-
Hble U KOHTpPONMpyemble WCCredoBaHUs, NMPU KOTOPbIX
CTaTUCTWYECKME AaHHble NOCTPOEHbl Ha HEBOMbLIOM YumC-
ne BOMbHbIX.

Knacc (yposenb) Il (C): HepaHOOMU3NPOBaAHHbIE KN~
HUYeCKMe UCCNefoBaHNs Ha OrpaHNYeHHOM KONMuyecTse
nauneHToB.

Knacc (yposenb) IV (D): BbipaboTka rpynnon aKCcnepToB
KOHCeHcyca no onpeaeneHHon npobneme.




BOMNE3Hb WEHNEAHA-TEHOXA

OMPEOENEHWE

BonesHb LeHnetHa-TeHoxa (BLUTM) — BackynuT, xapak-
TEPU3YIOLNIACA HETPOMOOLIMTONEHUYECKOW MNYypnypon C
NPEMMYLLECTBEHHON NOKanuM3aunen Ha HWXKHUX KOHeu-
HOCTSIX M OTNoXeHWeM IgA-0eno3nToB B MeJKuX cocydax
(kanunnspbl, BEHyIbl, apTepunonbl). TUMMYHO BOBMEYEHME
KOXM, KALLEYHUKA 1 KNyBO4KOB NOYEK; HEPEKO coyeTa-
eTcs C apTpanrusamMmn unu apTpuTOM.

CMHOHUMBI. reMopparMyeckuin BackynuT, aHadunak-
TougHas nypnypa, anneprudeckas nmypnypa, remopparu-
yeckast nypnypa leHoxa, KanunnsipoTOKCUKO3.

Koa no MKB-10
D.69.0 Annepruyeckas nypnypa.

ANMUAEMMONOrna

YacTtoTta 3aboneBaHusa coctaenset 23—25Ha 10 000
HaceneHusl. 3aboneBailoT 4alle ManbvYMKuM B BO3pacTte
7-12 ner.

ATNONOIrnAa N NATOrEHE3

MpuYMHBbI BO3HWMKHOBEHMS OONE3HN OCTAlTCS HEBbI-
ACHEeHHbIMKU. BonesHb LleHnenHa-leHoxa — aTO rune-
pepruyeckas cocyauctas peakums Ha pasnuyHble dak-
TOPBbI, Yalle — WMHMEKUNOHHbIE (CTPENTOKOKK U Apyrue
GakTepuu, Bupychl). B psage cnyyaes passutuio bones-
HW NpPeALecTBYOT BaKUMHaALMs, BO3AENCTBME NULLLE-
BbIX M MeKapCTBEHHbIX anfiepreHoB, YKYC HacekoMoro,
TpaBMa, nepeoxnaxgeHve wu 1.4. He mcknioveHa ponb
HacneacTBeHHbIX akTopoB. bonesHb LeHnenHa—leHo-
Xa OTHOCUTCS K KITaCCUYECKUM MMMYHOKOMMEKCHbIM
3aboneBaHnsM. B ocHoBe natoreHes3a BLUI nexuT re-
HepanusoBaHHOE WMMYHOKOMIIIEKCHOE MOoBpexaeHue
COCYA0B MUKPOLMPKYNSATOPHOrO pycna C OTNOXEHUEM
rpaHynspHbix IgA-4eno3nToB M nocnegyollen akTuea-
LuMen cucteMbl KOMNIeMeHTa, remoctasa. B pesynbrate
YXYALATCA peosiorndyeckme CBOWCTBA KPOBW, yCUNMBaA-
eTca arperaumsi TpoMOoUNTOB U 3pUTPOLIMTOB, pa3Bu-
BaeTcH runepkoarynaums. B cocyaucTon cTeHke BO3HW-
KatoT acenTuyeckoe BOCManeHune, AecTpykums, Tpomb603
MWUKPOCOCYA0B, paspbiB Kanunnspos, YTO CONPOBOXAa-
eTcsl remopparmy4eckMMm CUHAPOMOM, NPMBOASA K NosABne-
HUIO KNUHUYeCcKnx cumntomoB BLUT.

KNACCUDPUKALINA

YTBepxaAeHHON knaccudukauum Het. B pabounx knac-
cudpmkaumsax B, koTopble NpeanoxeHsl 1 UCNONb3YTCS
B KIMHWUYECKOW MpakTuke, onpefeneHne KrMHUYECKnx
dopm H6asmpyeTcs Ha yvyeTe KOMOMHaLUMN KIMHUYECKNX
CMMMTOMOB, HanmuvMe KOTOPbIX OTOOPaXKeHO B ee Ha3Ba-
HWW, UMW Ha OCHOBE BbIAENEHUs BEAYLLEro KITMHUYECKOro

cnHgpoma. Paboyas knaccudukaums, npuHsTtas B PO

(A.A. inbuH, 1984), BKNtoYaeT cregytolime napameTpbi:

= (pasbl bonesHn (akTMBHas, CTUXaHWUSA);

= KInMHMYeckne ¢opmbl (MpocTas, CMellaHHas, CMeLlaH-
Hasl C NOPaXKEHNEM MOYEK);

= KIMHWYECKNe CUHAPOMbI (KOXHbIW, CycTaBHOW, abao-
MUHanbHbIN, MOYEYHbIN);

= CTeneHb TSHKECTW (nerkasi, CpepHeTsIKeNas, Tshkenas);

= XapakTep TeyeHusi (OCTpoe, XpOHMUYeckoe, peLmamBu-
pytoLLee).

KIIMHUWYECKAA KAPTUHA

Hauano octpoe. TemnepaTypa Tena cy6debpunbHas,
pexe chebpunbHas.

MopaxxeHne KoOXu

Cbinb Bo3HMKaeT y 100% 60nbHbIX, 00bIYHO B Ha-
yane bonesHu, pexe — Bcnes 3a abooMVHANbHBIM WK
CycTaBHbIM cuHApoMoM. OB6unbHas (B TSHKenbIX cryyvasx
CNMBHas) ChbiNb JIOKANM3yeTCst NPENMYLLECTBEHHO Ha KOXe
HVXKHUX KOHEYHOCTEN, froanuax, BOKPYr KPYMHbIX CycTa-
BOB, PeXe Ha KOXe BEPXHWX KOHEYHOCTEW, TYroBuLLa,
nuua. Mo xapakTepy Cbifnb MEKONATHACTas WUINKN NATHU-
CTo-manynesHasl, remopparmyeckasl, CUMMETpUYHas, Kak
npaBuWIo, COYETAETCS C aHTIMOHEBPOTMYECKMUN OTEKAMMU.
lemopparuyeckme 3nemMeHTbl NOSIBMSKOTCS BOMHOOOpas-
HO, OCTaBNAT nocne cebs NMrmeHTaumo, npoxoaat Gec-
cnegHo.

MNMopaxeHue cyctaBoB

Habniopgaetcsa y 60-80% 6GonbHbIX. MposiBnseTcs ap-
Tpanrmamu, obpaTMbiM apTPUTOM NPEUMYLLECTBEHHO
KPYMHBIX CYCTaBOB (KOMEHHbIX, TONEeHOCTOMHbIX). OTMeva-
toTcst 6GOE3HEHHOCTb, OTEK CYCTaBOB M HapylleHune (yHK-
unn. CoxpaHseTcst OT HECKOMbKMX 4acoB [0 HECKOMbKUX
OHEeNn.

MNMopaxeHue KenyaoYHO-KULLEYHOro TpakTa

BosHukaeT y 60—-68% 6G0onbHbIX 1 06YCNOBNEHO OTEKOM
1 remopparusiMm B CTEHKY KWLLKKW, Bpbbkerky unm 6poLum-
Hy. Bonu B xwuBoTe y 43% nauneHToB MOryT Ha 1-14 oHewn
npefLwwecTBoBaTb NOSBMEHUIO KOXHOrO cuHgpoma. [Mpo-
ABMSAKTCH YMEPEHHBIMU WA CUMbHBIMW CXBATKOOOPa3HbI-
MK 6onsmu B xmBoTe. bonesble NpuUCTynbl MOryT MOBTO-
PATLCS MHOIOKPATHO B TeYEHWE OHS U COMPOBOXAATLCH
TOLUHOTOW, PBOTOW, XWOKUM CTYNOM C MPUMECHLIO KPOBMU.
MoryT pa3suTbCH anneHAuUMT, XONeUnUCTUT, NaHKpeaTuT,
XenyooyHO-KULWEYHoe KpPOBOTEYEHUE, A3Bbl, UHDAPKTHI
KULLKK, Nepcopaums.

MopaxeHue no4yek

Habniopaetcs y 25-60% 6onbHbIX: M3 HUX Y 73% pas-
BMBaETCA B TeYeHUe nepBbiX 4 Hepenb, Y 97% — B Tede-
Hue 3 mecsueB OT gebioTa 3aboneBaHus. B GonblinHCTBE
cnyyaeB npoTtekaeT 6ecCMMNTOMHO, YTO SBMSETCS OCHO-
BaHWeM Ans npoBefeHns o6cnefoBaHns B Te4eHne 6 me-
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CsLEeB OT MOCMeHEero annM3oga KOXHOro cuHApoma unu
apyrmx nposisneHuin BLUT

MukporemaTtypus 6€3 npoTenHypumn, Kak npaBuno,
npotekaeT gobpokayecTBeHHO. HapacTarwwasa npoteun-
Hypusl, pa3BuTue He(POTUYECKOTO CUMHAPOMA W/Mnun mno-
YEeYHOW HEe[OoCTAaTOYHOCTU OTPaXaroT TsKeroe TeveHne
3aboneBaHus.

Y 20% nauneHToB C HedpoTUYECKUM U HedpuTnye-
CKUM CUHOPOMOM pasBUBaETCA TepMMHanbHasa noyeyvHas
HeJoCTaToOuHOCTb, Y 44-50% — apTepuarnbHas runepreH-
31 UNK XpPOHMYECKas noyevHas 6onesHb.

lcTonorndyeckn Hedput naeHTndeH IgA-HedponaTmm
N BKMYaeT hokanbHO-CerMeHTapHbl nponudepaTms-
HbI 1 BbICTPO NPOrPeCCUpYOLLMN CEePnOBUAHbIN rMomMe-

pynoHedpuT.

TEYEHME

Teuenune BLUT vawe octpoe, C BbI3AOPOBMNEHNEM B Te-
YyeHue 2 MecsleB OT Havana 6onesHn, HO MOXeT ObITh 3a-
TSXKHBIM, PELMAMBUPYIOLWMM Ha MPOTSHXKEHUN 6 MecsLEeB;
peako anuTcs B TedeHne 1 roga u 6onee. XpoHuyeckoe
TeYyeHne CBOWCTBEHHO BapuaHTam C HedpuTom LUeHnen-
Ha—-leHoxa Unu ¢ U30NIMPOBaHHBLIM HEMPEPLIBHO peunaun-
BMPYHOLLMM KOXHBIM remopparmyeckuMm CUHAPOMOM.

OCJIOXKHEHUA

MHBarnHaums.

KnweyHas HenpoxoaMMOoCTb.

MNepdopauus KuwevHrka ¢ pa3BuTMeM NepuToHUTa.
Mpn Hedbpute: ocTpas NnoveyHas He[oCTaTOYHOCTb
UMM XpoHMYecKas noveyvHas HefocTaToOMHOCTb.

AUATHOCTUKA

JTabopaTtopHble uccnegoBaHus

KnuHu4eckuli aHanu3 Kpoeu:. yMepeHHbI Nnenkouu-
TO3 C HENTPOMNEe3oM, 303MHODUNNER, TPOMOOLMTOS.

Buoxumuyeckue u ummyHomo2u4yeckue ucciedoea-
HUST KpO8U: TMOBbILEHNE KOHLIEHTpaLmmn C-peakTMBHOIO
Genka (CPB), ummyHornobynuHa (Ig) A.

KnuHuyeckuli aHaniu3 Mo4Yu. npyu Hanuyium Hedpu-
Ta — TPaH3NTOPHbIE M3MEHEHUS MOYEBOrO ocagka (Mu-
KpO- Unun makporemaTypusi, NPOTENHYPUS).

Buoncusi koxu: (MOPUHONIHEI HEKPO3 COCYAUCTON
CTEHKU 1 NepuBacKynsipHasi UHUNsTpauus HelTpodmna-
MU C MX pacnagomM u obpas3oBaHMeM NEVKOLMTapHOro ae-
Tputa. ®ukcauma B cocyamcTon cTeHke IgA-copepkalimx
WUMMYHHBIX KOMMEKCOB, 0OHapyXmBaembIx Npu MMMYHO-
TMCTOXMMUYECKOM UCCrnefoBaHuun. [poBoanTCs B CHOX-
HbIX ANArHOCTUYECKMX Cry4asx.

Buoncusa noyek: mesaHrnonponudepaTuBHbIA Mo-
MepynoHedput, HedpuT C PasnNUYHON MHTEHCUBHOCTLIO
hopMUpoBaHNS MONYNYHUIA. IMMyHOrMCTOXUMUYECKOe
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“ccrneaoBaHne BbISIBMAET rpaHynspHble 4eno3nTsl IgA,
pexe |gG, C3-koMMoHeHTa KomrnemeHTa, ubpuHa.

WHcTpyMeHTanbHbIe uccregoBaHus

Y3U opzaHoe 6GprowHOl nosocmu, NoYeK. N3MeHe-
HME 3XOreHHOCTM NapeHXMMaTO3HbIX OpPraHoB, HapyLUe-
HMEe KPOBOTOKA; OTEK KMLUEYHOW CTEHKW, rematoma, Ou-
natauusi pasnuyHbIX OTAENOB KULIEYHUKA; XUOKOCTb B
OpIOLLIHOV MOMOCTH; remaTo- M CNieHoMeranus, yBenudye-
HMe pa3MepoB NOMKENYAOYHON Xenesbl N NoYeK.

PeHmeeHozpaghusi KuweyHuKa. yTOmNLleHWe W pac-
npaAMMeHne CKnagok cnuanctorn obonodkn (CMMnNTom
«MOACTaBKM AMsi TApesiok») 1 KpaeBble NakyHbl («oTrnevat-
KV nanblLieB») CO CTOPOHbI ME3eHTepUarnbHOro Kpas.

KT 6prowHoli nonocmu: renato- U CnrneHomeranus,
yBeNMYeHne pa3mMepoB NOMXKENYOO4YHON Kernesbl U Mno-
YeK; M3MEHEHME MapEHXMMbI NapEeHXMMAaTO3HbIX OPraHoB,
XMAKOCTb B BPIOLLHOM NOMOCTH.

MPT opzaHoe 6prowHOU mosocmu; WHAPKThI Na-
PEHXMMATO3HbIX OPraHOB, OKKIHO3WSA COCYAOB, renarto- U
CNMeHoMeranusl, yBenuyeHue nomKenyaoyHoOW >Kenesbl,
MOYeK, XXUAKOCTb B OPIOLLHON NONOCTH.

KT 2onoeH020 M032a: KDOBOM3NMUAHUS, MHCYNLT B 1-€
CYTKM.

MPT 205108H020 M032a: KPOBOU3NUAHUS, WUHCYIBLT U
MLUEMMS TONIOBHOTO MO3ra.

r[C: apnTema, oTeK, NETEXMU, A3BbI, Y3ENKOBbIE N3ME-
HeHUs, remaTomMonogobHble NPOTPY3UM B pasHbIX OTAenax
KT HeGonblumx pasmepoB (< 1 cM?) — MOBEPXHOCTHbIE
N MHOXXECTBEHHbIE.

KonoHockonusi: A3Bbl pasmepom 1-2 cM2 ¢ npenmy-
LLLEeCTBEHHON floKanu3aunen B NOAB3AOLIHON U NPSIMOW
KMLLKeE.

KPUTEPUU OUATHOCTUKU

OwnarHo3s 6onesnn LUeHneliHa—eHoxa ycTaHaBnMBakoT
Ha OCHOBaHWW KpuTepueB EBpornenckon nuru npoTus
peBvmatnama (EULAR), MexayHapogHom negmaTpuyeckon
PeBMaTONoOrM4yeckon opraHnsaumm Mo KMMHUYECKUM WC-
cnegosaHusm  (PRINTO) n EBponeiickoro obuecTtsa get-
ckux peemaTtonoros (PreS) 2010 r. (tabn.).

AupghepeHyuansHbili duacHo3 He0bX0OMMO MPOBO-
OUTb CO CcreayoLlwymm 3aboneBaHUsaMU:
MEHMWHIOKOKKLIEMUS;

TpoMOouMTONeHnYeckast nypnypa;
numdonponudepatuBHele 3aboneBaHus;
NEenKos;

Onyxonw;

CUCTEMHAs KpacHast BON4aHka;
Hecneunpuyeckunii A3BEHHbLIN KOMNUT;

6onesHb KpoHa;

XPOHUYECKUIN renatuT C BHEKULLEYHbIMW NPOsiBre-
HUAMUY;

OCTPbIN UM XPOHUYECKMI TITIOMEPYOHEPUT;
IgA-HedponaTus.
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Tabnuua. lnarHoctnyeckne kputepun 6onesnHu LenneiiHa—TeHoxa (EULAR/PRINTO/PReS, 2010)

Kputepum OnpepeneHue

O6s3amesibHbIe

Mypnypa

ﬂanbnmpyemaﬂ nypnypa wunn netexumu, nokann3oBaHHblE NMPENMYLLIECTBEHHO Ha HMXKHUX
KOHEYHOCTAX U HE CBA3aHHbIE C TpOM60LI,VIT0I'IeHVIE‘l7I

HononHumensbHbie

Bonu B xunBote

OudpbysHas abgomuHanbHas 60Mb MO TUMY KOMMKKU C OCTPbIM AeBoTOM, MOATBEPXKAEHHAS
JOKYMEHTarbHO M r3nKanbHeM 06CnefoBaHneM; XXenyao4HO-KULLEYHbIe

KpOBOTEYEHUS

TUNWMYHBIA NEVKOLMTONNACTUYECKNIA BACKYNUT C NPENMYLLECTBEHHBIM OTNOXEHUEM IgA
MaTtomopdponorus N

UK NponundyepaTuBHBIN roMepynoHedpuT ¢ IgA-genosntamm

OcTpblt 4eblT apTpuTa C NPUMYXOCTbi0, O0Mnblo, HapyLLeHeM (PYHKLMUKN B CycTaBe.
ApTtput/aptpanrum pem A PP pury Py (byHKy y

OcTpbIn npucTyn aptpanrn 6e3 npunyxnocTv v HapyLeHns QyHKUMK

MopaxeHue noyek mao4n

MpoTtenHypus > 0,3 r/cyT nnmn anbbymuH/kpeaTuHuH > 30 MMOIB/MI B Y TPEHHEN NopLMK

FemaTypvm NI YUCIO SPUTPOLIUTOB > 5 KNETOK B Nosie 3peHnd

OunarHo3 6onesnu LleHneiHa-leHoOXa ycTaHaBNMBAKT NPU HaNM4YUU Kak MUHUMYM 1 06si3aTenbHOro
1 1 JONONMHUTENLHOrO KpUTEepUsi

NMPUMEPbI AUATHO30B

= [lpumep Ne 1. BonesHb llenneiHa-TeHoxa, ¢hasa cTu-
XaHus, cMelwaHHas dopma (KOXHbIN, CYCTaBHOW CUH-
OPOMbI), CPEAHSAS CTENEHb, OCTPOE TEYEHME.

< [lpumep Ne 2. BonesHb LleHnenHa-TeHoxa, akTuBHasi
(hasza, cmellaHHas dopma (KOXHbIN, abooMUHANbBHLIN,
MOYEYHbIN CUHOPOMbI), TSXKENAs CTeneHb, peuuavBu-
pytowee TeyeHne. Octpas novyeyHas HeJOCTaTOYHOCTb.

NEYEHME

HemeoukamMeHTO3HOE nevyeHue

Pexxum. B nepuopbl o6ocTpeHns 3abonesaHus cne-
JyeT orpaHuuMBaTh ABUraTensHbIn pexum pebexka. Wc-
KINMKOYNUTb NCUXO3MOLMOHAlTbHblE Harpysku, npe6b|BaHv|e
Ha corHue.

Huema. Hecneunduyeckaa rmnoannepreHHas gue-
1a. Y GonbHbIX ¢ cuHapomom KylimHra uenecoobpasHo
orpaHuyeHve notpebneHus yrneBogoB M XMpPoB, Npeano-
yTuTenbHa GenkoBasi AueTa. YnotpebneHne NpoLyKTOB C
MNOBbILLIEHHBIM coAepXXaHueM Kanbuna 1 BUTaMuHa D ana
npouNakTMkn 0CcTeonoposa.

Jleue6Hy0 husKkynbmypy npoBoAAT B COOTBETCTBUU
CuHamsmnayanbHbIMXA BO3MOXHOCTAMU 6onbHoro.

MepukameHTO3HOE fieyeHue

AHmMuKoa2ynsiHmsl npsimo2o Odelicmeusi U aHmMu-
azpe2aHmel. [pUMeEHAIOT HedpPaKLMOHUPOBAHHbLIA Te-
napvH (D) B go3e 100-250 E[I/Kr B CyT Nog KOHTPONem
aKTMBMPOBAHHOIO YaCTUYHOrO TPOMOOMNacTUHOBOrO
BpemeHu. Junupugamon (D) B go3e 5 Mr/kr B cyT, pasge-
NeHHOW Ha 2-3 npuemMa B TeyeHue 4—8 Hef ¢ NOCTENeHHON
OTMEHOMN.

Inrokokopmukocmepoudbl U uMMyHodenpeccaHmabl.
Mpun Tsxenom TeyeHnn 3aboneBaHus ¢ nopaxeHnem XKT
N KPOBOTEYEHMEM MPUMEHSIOT rpedHu3ooH (A) per 0s
B pose 0,7-1,5 mr/kr B cyT B TeyeHne 45-60 gHen ¢ no-
crnegylowyM CHMKEHVEM A03bl 40 nogdepxuBatoLien —
0,2-0,3 mr/kr B CyT.

B cnyyae nero4yHoro KpOBOTEYEHUsI MPOBOAAT MyrbC-
Tepanuio memunnpedHusonoHom (A) B fo3se 30 Mr/kr Ha
BBeJEHWE B TeyeHne 3 NocnefoBaTenbHbIX AHEW B COYeTa-
HUK ¢ yuknogocgamudom (D) per os B fo3e 2,0 Mr/Kr B CyT,
unv B Buae nynsc-tepanuu B fose 0,5-0,75 mr/m? 1 pas B
2 Hed, unu no 500-1000 mr/m?2 (makcumanbsHo 1,27) 1 pas B
mecsL, B TeyeHne 6 mec, unu B fo3e 15 mr/kr (Makcumans-
HO 1 1) 1 pa3 B 2 Heq B TeueHne 6 Hef, a 3aTeM KaxKable
3 Hep; unu yuknocrnopuHom (D) B fo3e 4-5 Mr/kr B CyT.

BEAEHWE NALUMEHTOB

= (O6yyeHue Ha oMy nokasaHo aeTam, nonydvarowmm MK
N UMMYHOLEMNPECCaHTHI.
= Bo Bpems noceLleHns WKOIbl He MOKa3aHbl 3aHATUSA
duskynbTypon B obLier rpynne.
= 3aHatusa JIOK B ctagum pemuccun 6onesHn co cneum-
anncToMm, 3HaKOMbIM C OCODEHHOCTAMM NaTONOMUN.
= [lpoTuBOMNOKa3aHo:
— BaKUUHaLMs;
— BBEAEHMe raMma-rnodynuHa;
— uHconsums (npebbiBaHne Ha ComnHue);
— CMeHa Knumara;
— nepeoxnaxaieHne (B TOM YMCrie KynaHue B BOJO-
emax);
— uM3NYECKME N NCUXMYECKUE TPABMbI;
— KOHTaKTbl C AOMALIHUMW XXNBOTHbLIMU;
— neyeHre MIMMYHOMOAYNATOPaMMU.
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OGy4eHune 60nbLHOro

BornbHOM 1 ero poauTeny JOMKHbI 3HaTb 06 OCHOBHBbIX
KMUHUYECKMX MPU3HaKax, xapaktepe 3aboneBaHus, doak-
Topax, nposouupyowmx oboctpeHne. OHU JOMKHBI ObITh
JeTanbHO MHOPMMPOBaHbl 060 BCEX AOCTOMHCTBAX M MO-
60ouHbIX adekTax JIC, He06Xx0AMMOCTM perynspHoro npu-
ema npenapatoB. CnegyeT MHCTPYKTUPOBATb GOMbHbIX O
BaXXHOCTW TLLATENBHOIO PErynspHoOro MOHUTOPWHIA Mpo-
BoAvMMoOW Tepanuu. [Npu nosBneHnn noboyHbIX 3PHEKTOB
naumeHT OOSMKEH 3HaTb O MOCNEeAoBaTENbHOCTA CBOMX
fencTeuii (BpemeHHon oTmeHe J1C n obpalleHum k Bpady).
Heobxognmo obyveHne camux maumeHToB W MUX poauTe-
e HaBblkaM eXeOHEBHbIX TPEHUPOBOK, YMPaXKHEHWN
neyebHoON OU3KYNbTYpPbI.

BeaoeHue nauneHToOB

B CTaUMOHaAPHbLIX YCIOBUAX
CneunannavpoBaHHas, B TOM YMCI€ BbICOKOTEXHO-

NOrMyHas, MOMOLLb OKa3blBaeTCs B AETCKOM PEBMATOsO-

rMMYeckoM OTAENeHUN MeAMLMHCKON opraHu3auun, rae

npeayCMOTPEHO Hanmyune:

« OTAENEeHNs aHecTe3nonorMn 1M peaHMMaTonorum Unm
6roka (nanatel) peaHumMauum 1 UHTEHCUBHOW Tepa-
nuu;

= VMMYHOMOrMYeckon nabopatopun C NPOTOYHBLIM Lu-
TochbnyopumeTpoM 1 obopyaoBaHueM Onsi onpenene-
HUS MMMYHOMOTMYECKNUX MapKepoB pPeBMaTUYECKMX
©onesHewn;

= OTAeneHus nyvYeBOWN OMArHOCTUKK, BKMtoYasa kabu-
HEeT MarHUTHO-PE30HAHCHOW W KOMMbIOTEPHON TO-
Morpacuun ¢ NporpaMmMon Ans uccrnegoBaHus Ccy-
CTaBOB;

« 3HJ0CKOMUYECKOro OTAENEHMS.

MomoLb OKa3biBaeT Bpay-peBMaToror, COOTBETCTBYHO-
wun KeanudukaumoHHbIM TpeboBaHMSIM K crnieumanuctam
C BbICLUMM MU NOCNEBY30BCKUM MEOULMHCKUM U hapma-
LeBTUYeckMM obpasoBaHueM B cdepe 34paBOOXPaAHEHMS
Mo crneumanbHOCTU «peBMaTonornsa», 6e3 npeabaBneHns
TpeboBaHun k cTaxy pabotel ([Mpukas MuHsgpascoupas-
ButUS Poccum ot 7 nons 2009 r. Ne 415H ¢ u3ameHeHusmu,
BHECEHHbIMU Npuka3om MwuHaagpaBcoupas3sutus Poccum
OT 26 gekabps 2011 r. Ne 1644H; MNpukas MuH3gpascou-
passutusa Poccum ot 23 nonsa 2010 r. Ne 541H).

O6cnedosaHue U neyeHue nayueHmos npoeodumcsi 8
coomeemcmeuu co cmaHdapmom creyuanu3uposaHHoU,
8 MOM yuCrie 8bICOKOMeXHonoauyHou, mMeduyuHckol ro-
Mowu 60JIbHBIM C CUCMEMHbBIMU 8aCKy/IumaMu 8 yCriousix
cmayuoHapa unnu OHegHo20 cmauyuoHapa:

e [eTsM C BbICOKOW M CpedHeln CTeneHbl akTUBHO-
CTM GOnes3Hu cneunanu3npoBaHHas MeaULMHCKas
MOMOLLIb OKa3bIBAETCS B YCMOBUSX KPYrOCYTOYHOrO
cTauMoHapa;

e [eTsM C HU3KOW CTeneHbl akTUBHOCTM U PEMUCCU-
el bonesHn cneunanuaMpoBaHHas MeAuUMHCKas Mo-
MOLLIb OKa3bIBAaETCS B YCMOBUSAX KPYTNOCYTOYHOTO U
OHEBHOrO CTaumoHapa.
lpodomkxumenbHOCMb fle4YeHuUs nayueHma e cmauyuo-

Hape — 42 gHs.

lpodomxumenbHOCMb feYeHUs nayueHma 8 ycroeusix
0HEBHO20 cmauuoHapa — 14 gHen.

BeneHuve nauuweHTa, nomnyyatouwero npoTMBOpPEB-
MaTuyeckue npenaparbl U UMMYHOAENPECCAHTI

Mo Hayana neyeHus ecem nayueHmam — nposege-
Hue peakuun MaHTy n KT rpygHOM KNeTkn gns UCKnode-
Hus TyBGepkynesa.

Bo espewms neyeHus: nayueHmam, nonydarouum Um-
MmyHoOenpeccaHmbl, — npoBefeHne peakumm Manty n KT
rpygHon knetku 1 pas B rog.

Aneopumm delicmeull npu ebisigsieHUU my6epkKy-
Jne3Hol UHgheKkuuu

lpu ebisigieHUU MOMOXUMENbHBIX My6epKynuHO8bIX
npob (peakums MaHTy: nanyna > 5 mm):
= HanpaBfeHWEe Ha KOHCymbTauuio K Bpady-ptuavatpy

ANs peLleHnst Bonpoca O NpoBefeHun [uackunHTecTa,

TyOepkynmHOBBIX Mpob C pa3sBegeHneM, kBaHTUdEPO-

HOBOTO TecTa W HasHaYeHun cneumduyeckorn XMMmo-

Tepanuu Npy HanMyMn NoKasaHun.

lpu ebisigeHUU akmugHo20 MybepKyne3Ho2o rpo-
yecca:
= HabntogeHue y gTnanaTpa;
= npoBedeHue cneuunduryeckon NnpoTmeoTybepkynes-

HOW XMMMoTepanuu;
= KOHCynbTauus Nno BOMPOCY KOPPEeKUMM NpOTUBOPEB-

MaTU4YecKkoW Tepanuu B PEBMATONOrMYecKOM OTAene-

HUW, VHULMWMPOBABLLEM FEYEHUE WMMYHOLENPECCaH-

TOM.

B cnyyae mybepkyne3Hol uHgekyuu 6e3 oyaea:
= HabnogeHue y ptnsmnaTpa;
= npoBedeHue cneuunduryeckon NpoTmeoTybepkynes-

HOW XMMMOTEpPanuu B Te4eHne 3 MecsiLieB.

BepneHve naumMeHTOB B aMOynaTopHo-
NONUKITUHNYECKUX YCITOBUAX

AMBYNaTopHO-NONMKIIMHNYECKass MOMOLLb OKa3blBa-
€TCs B JETCKOM peBMaTonorniyeckom KabuHete.

Momollb oKka3blBaeT Bpay-peBMaTofior, COOTBET-
CTBYIOLLMIA KBanMduKaLMoHHbIM TpeboBaHusM K cre-
uManuctaMm C BbICLUMM U MNOCHEBY30BCKUM MEOULMH-
CkMM © hapmaueBTudeckum obpasoBaHuem B coepe
340paBOOXpaHeHUs No cneumnanbHOCTU «PEeBMaToNo-
rms», 6e3 npeabsiBneHus TpeboBaHW K cTaxy pabo-
Tbl (Mpukas MunagpascoupassnuTus Poccumn oT 7 uongd
2009 r. Ne 415H C M3MEHEHUAMU, BHECEHHBIMMW NMPUKA3OM
MuH3gpascoupa3suTust Poccumn oT 26 gekabps 2011 .
Ne 1644H; MNMpukas MuHsgpascoupassutua Poccum oT
23 nions 2010 r. Ne 541H).

BepeHune nauyueHta, nonyvawwero MK w/vnu um-
MyHoOZenpeccaHTbl

Ocmomp epayom-peemamosioeom — 1 pa3 B MecsL,

KnuHuyeckul aHanu3 kposu (KOHUEHTpauus remo-
rmobuHa, Yncrno 3puTpPoLNTOB, TPOMOOLIMTOB, NENKO-
uMTOB, nenkouutapHas gopmyna, CO3) — 1 pas B
2 Hepenw.

KnuHuyeckul aHanu3 Moqu — 1 pa3 B 2 Hegenu.
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KoHmponb buoxumuyeckux nokazamenel (obwmin Ge-
ok, 6enkoBble PpakLmm, MOYEBKHA, KpeaTUHUH, Bunupy-
OVH, Kanui, HaTpuUi, NOHU3NPOBAHHbIA KarnbLMWIA, anaHu-
HamuHoTpaHcdepasa (AJIT), acnaptratammHoTpaHcdepasa
(ACT), y-rnytamuntpaHcdepasa (ITT), wenoyHas docda-
Tasa) — 1 pa3 B 2 Hegenu.

KoHmposnb ummyHonoeudeckux nokazamenet (CPB; no
nokasaHuam — IgA, IgM, IgG, aHTuHykneapHbin ak-
Top) — 1 pa3 B 3 mecsLa.

9K — 1 pas B 3 mecsiua.

Y3U 6prowHol nomocmu, cepdua, noyek — 1 pas B
6 mecsLeB.

MnaHoBas rocnuTanu3auus B peBMaToforn4yeckoe ot-
JeneHve — 2 pasa B rog Ans NnpoBeAeHus MosfHoro o6-
CnefoBaHUS U KOPPEKLMM TEpanuu.

BHennaHoBas rocnutanusauus — B cryvyae obocTpe-
HW1A 3aboneBaHus.

Anzopumm delicmeuli npu usamMeHeHuu sabopamop-
HbIX MOKa3amesneu

B cnyyae cHuxeHus 4ucna nelikoyumos, apumpouyu-
mos, mpomboyumo8 HUXe HOPMbI.
= VMMYHOZENPECCaHTbl OTMEHUTb Ha 5-7 AHen;
= MOCne KOHTPOSIbHOMO aHanusa KpoBu Yyepes 5-7 gHew:

— npyv HOpManu3aumu nokasaTtenen BO30OHOBUTL
npuem npenapara;

— MPU COXPaHSALMXCA U3MEHEHUAX — KOHCYmbTa-
uusi peBmaTtonora, npu HeobxoguMMocTW rocnuTa-
nmnsaums.

[pu nossiweHUU ypo8HA MOYe8UHbI, KpeamuHuHa, AJIT,

ACT, ITT, bunupybuHa 8biuie HOPMbI.
= WMMYyHOZENpPeccaHTbl OTMEHUTb Ha 5-7 aHen;
< MOCE KOHTPOJIbHOMO aHanusa KpoBu Yepes 5-7 OHel:

— Npyv HOpManu3auumu nokasaTtenenn BO30OHOBUTL
npvem npenapara;

— MNPU COXPaHSLLMXCA U3MEHEHUSIX — KOHCYIbTa-
umnsa peBmaTtosnora, nNpu HeobxoaMMOCTU rocnuTa-
nmsaums.

NMOKA3AHUA K TENEMEOAULUNHCKUM
KOHCYJIbTALIUAM

1. OueHka nokasaHui Ans rocnuTanM3auum nauueHTa B
peBmaTonoruyeckoe otgeneHve degepanbHOro LEH-
Tpa.

2. KoHcynbrauus TspKenbix NaLMEHTOB AMs pelleHus BO-
npoca 0 HeobXoAMMOCTU 1 6e30NacHOCT TpaHCMop-
TMPOBKM 6OMbHOrO B PefepanbHbin LEHTP.

3. KoHcynbrauus naumeHToB 6€3 yCTaHOBMEHHOro Ama-
rHo3a c nogo3peHvem Ha BLUT.

4. KoHcynbTauus HeTpaHcrnopTabenbHbIX OOMbHbIX st
peLLeHns Bonpoca O ANarHOCTUKE U NEeYEHUN.

5. HeaddeKkTBHOCTL TEpanuum MMMyHOLENPECCaHTamm B
TeyeHne 3 MecsiLeB.

6. Koppekuusi Tepanuun npyu HeNnepeHocuMocT NpoTu-
BOPEBMAaTUYECKUX NpenapaToB.

7. KoHcynbTaums GOMbHbIX, HY)XAaKLWWXcs B nannmaTme-
HOW MEeAULIMHCKOWM MOMOLLIN.

MPOPUNAKTUKA

Mepsu4Hasi npoghunakmuka He paspaboTtaHa, no-

CKOMbKY 9TMONOIS OKOHYaTenNbHO HE YCTaHOBIEHaA.
Bmopuy4Has npogpunakmuka BKIOMaeT KOMMMEKC

MEeponpusaTAi, HanpaBfieHHbIX Ha NpedoTBpaLleHne pe-

LMAanBoB 3aboneBaHus:

= [JucnaHcepHoe HabnogeHwe;

= [OnMTenbHOE NPOBeAeHue noadepxuBarllen Tepa-
nun, paspaboTaHHOW C y4eTOM MHAMBUAYaNbHbIX OCO-
BeHHOCTEN NaumeHTa v BapuaHTa 6onesHu;

= MOCTOSIHHbIA KOHTPOSb 6€30MacHOCTM MPOBOAUMOTO
neyeHns 1 Npn HeobxoaAMMOCTY €ro KOPPEKLUS;

= obecneyveHne OXpaHUTENbHOro pexnma (orpaHunye-
HME NCUXO3MOLMOHASBHBIX U (PU3NYECKNX HAarpysoK,
npu HeobxoanmocTn obyyeHne aeTen Ha Jomy, noce-
LLieH1e LIKOSbI Wb MPWU NOY4YEeHUN CTOMKON KITUHW-
Ko-nabopaTopHOW peMuUcCumn, orpaHMYeHne KOHTakK-
TOB A9 YMEHbLUEHUS pUCKa PasBUTUS MHAEKLMOHHBIX
3aboneBaHuin);

= npefoxpaHeHMe OT WHCOMsAuMM (MCnonb3oBaHune
COMHLE3aLlNTHbIX KPEMOB, HOLUEHVE OAEeXAbl, MaK-
CYMarnbHO 3aKpblBalOLLEn KOXY, rofoBHbIX YOopoB
C MOnsMK, OTKa3 OT NOe3[0K B PErMoHbl C BbICOKMM
YPOBHEM UHCONALMN);

* NCKNtoYeHne npumeHeHuns YOO,

= BBefeHWe ramma-rnobynmHa ocyLecTBNAeTCs TOMbKO
npuv abcontoTHbIX MOKa3aHUSIX.

UCXoabl UMPOrHO3

BuizgopoBneHune y 60-65% 6onbHbIX HacTynaeT Yepes
2—6 MecsLEeB; BO3MOXHO XpOHWYeckoe TeyeHue. B cnyyae
pasBuUTUSa rmomepynoHedpuTa pebeHoKk HyxdaeTcs B Ha-
GniogeHun y Hedporora, Tak Kak MCXOO4OM MOXeT ObITb
XpOHMYecKas noveyvHas HefoCTaTO4YHOCTb.
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