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Cnmcok coxkpaeHui
AWUT'A — ayrouMMyHHasi FeMOJIUTHYECKasT aHEMUS
AJITIC — ayTouMMyHHBIH JTuMOTIpoardepaTuBHBIA CHHIPOM
AJIT — anannHamuToTpaHchepasa
ACT — acnapraramMmuHOTpaHcdepasza
A®DC — arTUdOCHOTUTTUTHBIN CHHAPOM
BBUI — BHYTpHBEHHBI IMMYHOTTIOOYTUH (MMMYHOTJIOOYJTUH YeJI0BEKa HOPMaJIbHBIH **)
BUY — Bupyc umMmmyHoaepuIuTa yesoBeka
I'KT" — ruraHTOKI€TOYHBIN renaTut
I'VC — reMOIUTHKO-YpPEMUYECKUN CUHIPOM
JABC — nucceMnHUpOBaHHOE BHYTPUCOCYANCTOE CBEPTHIBAHUE
JIHK — ne3oxcupnOOHyKIEMHOBAsI KUCIIOTA
KWH — xoMOuHUpOBaHHAsE UMMYHHAsI HEJJOCTATOYHOCTh
KT — xommnbroTepHas ToMmorpadus
MM® — mukodenonata Moderun™*
MPT — MarHuTHO-pe30HaHCTHAsI TOMOTpadus
OBUH - o6mas BapnabenbHasi HUMMyHHasi HEIOCTaTOYHOCTh
[1O — nmonHbI OTBET
[IXT" — mapokcu3ManbHasi X0JI010Basi TEMOTTIOOUHYPUS
CKB — cucremHast KpacHasi BOJIYaHKa
COD — ckopoCTh OCEIaHMS SPUTPOLIUTOB
C®D3 — cunnpom dumiepa-IBanca
TI'CK — TpaHCIIaHTalMs TEMOMO3TUYECKUX CTBOJIOBBIX KJIETOK
TTII — TpomMOoTHYECKAsE TPOMOOIIUTONIEHUYECKAS Ty pITypa
V3U — ynbTpa3zByKoOBOE UCCIEIOBAHUE
XAB — x010/10Bast arrOTHHUHOBAs 00JIE3Hb
XAC — X0510/10BOM arrItOTUHUHOBBIN CUHAPOM
LIMB — uuromeranoBupyc
[P — menounas docdaraza
YO — yacTu4HbBI OTBET
ObB — Domreitn-bapp Bupyc
ANA — aHTHHYKJIEapHBIEC aHTUTENA

CBC — complete blood count (o0mmuii ananu3 KpoBH)



CD — knactep mauddepeHIUpOBKH, HOMEHKIATypa AU(PepeHIIupPOBOYHBIX AHTHUTE€HOB
JICMKOLIUTOB YEJIOBEKA

CTLA-4 — nurotokcuyeckuid T-mumdoruTapHbiid 0e10K 4, KOAUPYETCs OJHOUMEHHBIM
T€HOM

IgG, A, M, E — ummyHnornooynunasl ktacca G, A, M, E

IPEX — X-cuemieHHbl CHHAPOM UMMYHHOW AUCPETYJSALMH, MOJUIHIOKPUHONATUU U
SHTEPOIATHH

LRBA - lipopolysaccharide-responsive and beige-like anchor protein (iunomnonucaxapui-
YyBCTBUTEIBHBIN M O€KEBBIN SKOPHBIN OEJI0K)

MCYV — cpeauuii 00beM SpUTPOIUTA

NGS — next generation sequencing (CEKBeHUPOBAHHE HOBOT'O TTOKOJICHHUS )

NIPA — ancopOuusi HOUMMYHHBIX O€IKOB

PI3KD — ren, kogupytromuii 6enok — gocharuannunosutoin-4, 5 - oudocdar-3-kuHazHas
KaTaIuTU4YeCKasi CyObeIMHUIIA AeTbTa-u30(popma

Rh — pesyc daxrop

STATI1-GOF — myrtanus B rene STAT] (koaupyeT oJHOUMEHHBII OETOK, CUTHATLHBIM
0€JIOK M aKTHBATOp TPAHCKPUMIUH 1) ¢ ycuineHnem QyHKIIH

STAT3-GOF — mytamus B rene STAT3 (koaupyer oJJHOMMEHHBIH OEJOK, CUTHAIBHBIN
0€JIOK M aKTUBATOP TPAHCKPUIIIIUH 3) C YCHIIEHUEM (DYHKITHH

TCR — T-kneTouHsbli peuentop

VZV — Bupyc BeTpstHOM OCIIbI (BapHulIeIuIa 30CTeP)

WAS — ren, kogupyer 6emnok cuaapoma Buckorra-Onapruya



TepMI/IHLI H onpeaecjacHus
AYTOMMMYHHasi TeMOJIUTHYeCKAsl aHeMHUsi - mpuoOpeTeHHas (Gopma TeMOIUTUYECKOM
aHEeMHUHW, TPH KOTOPOW AayTOAHTHTENA CBS3BIBAIOTCS C MEMOpPaHHBIMH AaHTUTCHAMH
SPUTPOLIMTOB, BHI3BIBAS UX pa3pyllICHUE.
AJUTOAHTHUTeNIa — aHTUTENIAa HAPABJICHHBIC MPOTHUB AaHTUTEHOB JPUTPOIIMTOB, B MPEPBYIO
ouepenp K pe3yc-(haKkTopy, KOTOpbIE MOSBISIOTCS MPU MEPETUBAHUN HECBOMECTUMON KPOBU
WIN B Iepuo]i 0epeMEHHOCTH.
AyTOaHTHTeJIa — aHTUTENa, BbIpabaThiBa€Mble UIMMYHHOM CUCTEMON MPOTUB COOCTBEHHBIX
AHTUTEHOB YEJIOBEKA.
BHecocyaucTbiii  (BHYTPMKJIETOYHBIA) TeMOJM3 —  pa3pylICHHE SPUTPOLUTOB
OIIOCPEI0BAaHO MOHOHYKJIEAPHOU (paroruTapHOi cCHCTEMOH B Cele3eHKe WM MEUYEHHU.
BHyTpucocyaucThIi reMoJIu3 — pa3pyIlIeHre SPUTPOLIMUTOB B Mpeienax o01eld cocyucToi
CETH.
IapoxcusmanbHasi  xoJqonoBassi  remoryioomnypus (IIXI') —  ayroummyHHas
reMOJIUTHYECKash aHeMHs, BbI3BaHHAs aHTUTENAMU, Hauboyiee aBUIHO PEArUPYIOLUIUMHU C
APUTPOIUTAMH TIPH HU3KUX TEMIIEPAaTypax M BHI3BIBAIONIMMU AKTHBALWIO KOMIUIEMEHTA C
IPEUMYIIECTBEHHO BHYTpHcOoCcyaucThIM remonu3zoM. Jlns IIXIT xapakrepHo Hamuuue
anturen [Jonara-Jlanamrerinepa.
«TemnoBas» ayroMMMyHHasi remosMTHdyeckass aHemusi — AWIA, npu koropoit
BBIpabaThIBaloTCs ayroaHTuTena kiacca IgG (pexe IgM, IgA), B3ammopeicTByromue ¢
aHTUT€HAMU JSpUTPOHUTOB Tpu  Temieparype 37°C M He BBI3BIBAIONIME AKTHUBALIUIO
KOMILIEMEHTA.
XoJ1010Bas1 arrJIIOTHHUHOBAsS 00/1€3Hb — AyTOMMMYHHAasi TEMOJIMTUYECKAst aHEMUSI C PE3KO
MIOJIOKUTETHHOM NpsiMoit mpoboii KymOca (mpsimoit anTurioOynuHoBeIi TecT) ¢ antu-C3d (n
OTPULIATENBHBIM WM CJa00 TMOJOXKHUTENbHBIM ¢ aHTH-IgG) W  TUTPOM  XOJIOAHBIX
arralOTUHUHOB 1:64 U BbIlIE, B3aMMOJICHCTBYIOIIKE C ApUTPOIIUTaMu TIpu Temmneparype 4°C.
Y manueHToB OOBIYHO WMeEETCs KJIOHabHOE JuMdonponudepaTtuBHoe 3aboneBaHue B-
KJIETOK, OOHapy>KMBaeMO€ B KPOBH WM KOCTHOM MO3Te, HO 0€3 KIMHHYECKHX WU
PaZMOJIOTMUECKUX MPU3HAKOB 3JI0KAYE€CTBEHHOTO HOBOOOpa3oBaHUA. Y JEeTel MpakTHYeCKH

HC BCTPCUACTCH.



X0/1010BOIi aIrTJIIOTUHMHOBBIN CHHIPOM - AyTOMMMYHHAas T€MOJIMTHYECKas aHEeMHs C
PE3KO MOJIOKUTENBHON TpsAMoii Tpo6oii KymOca (mpsiMoii aHTUTTIO0Y IMHOBBIN TECT) C aHTH-
C3d (u orpumnaTedbHBIA WU CJIa00 TOJOXKUTEIBHBIM ¢ aHTH-IgG) W TUTPOM XOJIOTHBIX
arralOTUHUHOB 1:64 U BbIlIE, B3aUMOJICHCTBYIOIINE C IpUTPOIIUTAaMU TIpH Temieparype 4°C.
XAC pasBuBaercs BTOpUYHO Ha (OHE ayTOMMMYHHOTO 3a0oJjieBaHMs, WH(OEKIINH,
muMdonposndepaTHHOrO WK 370Ka4eCTBEHHOT 0 3a00JIeBaHUs.

X0J1010BbI€ ATTJIOTHHHHBI — ayTOAHTUTENA Kiacca IgM K ASpUTPOIMTAPHBIM aHTUTCHAM

cucreMsl 1/1.

1. Kpatkast ungopmanus mo 3a00/1eBAHNI0 WIH COCTOAHHUIO (TpyIe

3a200J1eBAHUI UJIM COCTOSTHHH)

1.1 Omnpenesienne 3a00JeBaHUs _WJIW _COCTOSIHMS (Tpynnbl _3200J1€eBAHUI_ MJIH

COCTOAHMH

AyroummyHHasi remonutuueckas aHemusi (AWI'A) - 310 mnpuoOpereHHas ¢opma
TeMOJIMTHYECKON aHEeMHUHU, MPU KOTOPOH ayTOAHTUTENA CBS3BIBAIOTCS C MEMOpaHHBIMH
QHTUTECHAMHU OJPUTPOIMTOB, BBI3BIBAS WX paspymieHne (remonm3). [emMonm3 3amyckaer
KOMIIEHCAaTOPHYIO BBIPAOOTKY JPUTPOLIMTOB, 3a CYET TMOBBIIMICHUS YPOBHS JPUTPONOITHHA,
OJTHAKO 3TOT'0 OTBETA OOBIYHO HEAOCTATOYHO ISl BOCCTAHOBJICHHUSI HOPMAJILHOT'O TEMOTJIOONHA B
KpoBH U pa3BuBaetcs anemus [1]. AUI'A OpiBaeT uauonaruyeckoi (MIEpBUYHON ) HIIM BTOPHYHOI,
B 3aBHCHMOCTH OT HaJIMYUsi OCHOBHOTO 3a00JIEBaHHS WM COCTOSHHUSA, CIOCOOCTBYIOIIETO
HapylleHHI0 HUMMyHHOM perymsauuu. Takke AWIA moapasnensior Ha «TEIUIOBYIO» U

«XOJIOJIOBYIO» B 3aBUCUMOCTHU OT ONTHUMAJILHOM TeMIepaTyphl CBsI3bIBaHUS aHTuTen [1,2].

1.2 9THOJOrHS ¥ IATOIeHe3 3200J1eBAHNS WJIN COCTOSTHUSA (Ipynnbl 3a00J1eBaAHUN HJIN

COCTOSIHMIA)

C stuonorunueckoit Touku 3peHust AUI'A MOXHO pa3zienuTh Ha uanonatudeckyo (37%) u
BTOpUYHYIO (63%), puueM MociaeHsAs ABJIIETCS KOMIOHEHTOM WJIH XapaKTEpPHBIM IPU3HAKOM
OCHOBHOT'O 3a00JIeBaHUs, MPU KOTOPOM HMMEIOTCS HapyleHUs UMMYHHOU peryisanuu. K takum
3200JI€BaHUsM y J€TEH OTHOCAT Yallle BCEr0 ayTOMMMYHHbIE CHHIPOMBI, BPOXKICHHbIE 1e()EKThI

WMMyHHUTeTa, nHpekuu [3].



Menee 9aCThIC O3THOJIOTHYCCKUC

(baKTOpBI BKJIFOYAKOT 3JIOKaA4YCCTBCHHBIC

HOBOO6pa30BaHI/I$I, NpeabIAymue nepeinBanusl KOMIIOHCHTOB KPOBU, TPAHCIINIAHTAIIUA OPraHOB

(0ocobGeHHO TP MCTIOJIb30BAaHUH MpeTapaTa TaKpOIUMYC** ¢ IeTbl0 HMMYHOCYIIPECCHH ), a TAKKe

JekapcTBeHHbIe mpenapathsl [1]. OCHOBHBIE ATHONOTHYECKHE (DAKTOPHI MIPEICTABIICHBI B TaOIHIIe

Nel [4].

Ta6nuna Nel. Hanbonee pacripocTpaHeHHbIE COCTOSIHUS, Jiexanue B ocHoBe AUT'A y neteid.

Tuno AUT A

OTHOJIOT U

«Tenmosasy AUT'A

WNudexun (ObB,  mapBoBupyc,
Mukoruiazma, [IMB)

Bpoxnennsie IePEeKTHI
UMMYHHUTETA/CUHAPOMBI  UMMYHHOMR
nesperyisinun (OBUH, AJITIC, KUH,
c-m Ju-/Ixomku, CTLA-4, LRBA,
IPEX, STAT3-GOF, STATI1-GOF,
WAS)

[TocTTpHACTIIAaHTALIMOHHBIN TEPUOLT
AytoummyHHbIe 3aboneBanusi (CKB,
renatut, Tupeouur, ADC)
I'uranroxkierounsiii renatut ¢ AUT'A
BocnanurensHbie 3a0oseBaHus

KHUIIICYHUKA

«Xomonmosasy AUT'A

Nudexkuyun (MuUKOIIa3Ma, BUPYCHBIE
MH(DEKINN)

HOCTTpaHCHHaHTaHI/IOHH]&Jﬁ nepuon

HapOKCI/ISMaIH)Haﬂ X0Jog0Bas

remoraoounypus (I1IXT')

Wudexunn (aneHOBUpPYC, BUPYCHI TpHIIINA,
cupunuc, [IMB, ObB, VZV, kops, napoTur,

muKorasma, E. coli)

[Ipuunna pazButus AUIA, xak u 11000ro ayTOMMMYHHOI'O MpOLECCa, — «CPBIBY»

I/IMMyHOJIOFI/I‘{eCKOP'I TOJICPAHTHOCTH K COOCTBEHHBIM aHTHUI€HaM. MeXaHU3M 3TOr0 mnponecca 1o

cux nop He usydeH. [lockonbky AUI'A sBnisercs peakuMm 3a00jieBaHHEM, HE MCKIIIOUEHO, UTO

TOTOBHOCTH K HOI[O6HBIM HAapyHaICHUsIM B KaKon-TO MEpe O6YCJ'IOBJ'IeHa T'CHCTUYCCKUMHA

nedexrami [5].




[Toxazano, uro npu AWUI'A, Kak ¥ NMPU MHOTHX JAPYTUX ayTOArPECCUBHBIX 3a00JICBAaHUSX,
MMEET MECTO TMOJaBlieHue cymnpeccopHoil ¢GyHkuuu T-TUMEPOIHUTOB, YTO CIIOCOOCTBYET
YBEJIMUEHUIO MOMyJIsuuu B-mum@ountoB, oO0pa3yroomux aHTHUTeNa IPOTUB COOCTBEHHBIX
cTpyKTYp [5]. CpBIB TOIEPAHTHOCTH MPOUCXOJIUT, KOTIa OHA POPMHUPYETCS B TPUCYTCTBUU MAJTBIX
KOJIMYECTB aHTUreHa. TOJIEpaHTHOCTh, Pa3BUBILASCS MOCIE KOHTAKTa C OOJBIINM KOJIMYECTBOM
aHTUTeHA, MPAKTUYECKH HE Hucue3aeT. B kauecTBe mpumepa OOBIMHO MPHUBOAAT OTCYTCTBHE
ayToarpeccuu npoTuB aHTUTeHOB cuctemMbl ABOQ. Paznuunbie popmsl AUT'A MoryT umMeTsh B cBOei
OCHOBE pa3HbIC BeaylIUe MPUUMHBL VIMEIOTCS CBEAECHUS O BBIABICHHHM aHTHIMMQOLUTAPHBIX
AQHTUTEN U aHTUIMM(OLMTOTOKCUHOB MPHU Pa3INYHbIX ayTOMMMYHHBIX 3a0oneBanusix. [Ipu B-
KJIETOYHBIX OITyXOJIIX ayTOAHTUTEIA — MPOTYKT OMyXOJIEBOIO KJIOHA.

JlecTpyKiusi 3puTPOLUUTOB B OOJIBLIMHCTBE CIy4yaeB CBS3aHA C MPOAYKLHMEH aHTUTEN
knacca IgG, pexe ¢ IgA n IgM, Takke MOXET y4acTBOBAaTh KOMIUIEMEHT, YTO OINpPENEISIET Kak
narou3noIoTHIo, Tak u Jeuenne AUT'A [1].

CBoiicTBa ayTOQHTHUTEIN OIPENEIAIOT 0COOEHHOCTH pa3nuuHbX ¢popm AUTA. Henonuble
ayTOarryIIOTHHBI BBI3bIBAIOT arrIFOTHHALIMIO SPUTPOLUTOB TOJIHKO B BOJHO-COJIEBOU Cpelle, B TO
BpeMsl Kak JIeHCTBUE TIOJHBIX MPOSBIsETCS B I000i cpene [6, 7]. HemonHble TeniaoBbie aHTUTENA
(UKCUPOBaAHBI HAa SPUTPOIIUTAX U B3aUMOICHCTBYIOT uepe3 Fc-pparMenTsl HMMYHOTTIOOYJTMHOB C
Fc-penentopamu makpoaros, n3-3a 4yero Tepsercs 4acTb MEMOpPaHbl SPUTPOIIUTA, U3MEHSETCS
ee OMO(PHU3NIECKOE COCTOSTHUE U MPEXkK/IE BCETO — CBOWCTBA MOHHBIX KaHAJIOB. DTO MPUBOAUT K
00pa3oBaHUI0 MHUKPOCHEPOIMTOB U PE3KOMY YCKOPEHHMIO pa3pylleHHs (CEeKBECTpaluu)
SPUTPOLIUTOB B CeJe3€HKe, a MHorjga W B medyeHu [8]. Xooa0Bble arrjifOTHHUHBI BBI3BIBAIOT
TPaH3UTOPHOE CKIIEMBAHUE SPUTPOIIMTOB HA XOJOJE, YTO MPUBOIUT K (PUKCAIMM M aKTUBALUU
KOMIUIEMEHTA Ha MX MOBEPXHOCTH C MOCIEAYIOLUIMM MOBPEXKICHUEM MEMOpaHbl. I'eMoIn3uHbI
aKTUBUPYIOT KOMIUIEMEHT, MOBPEXKAAOINUNA MeMOpaHy BHYTpH cocyauctoro pycina. [Ipu stoit
dbopme AUI'A MH(DEKIMOHHBIM areHT MOXKET MMETh CXOJCTBO C aHTHIE€HHBIMH CTPYKTYypaMH
SPUTPOLUTA WM HA MIEPBOM HTA€ HECKOJIBKO BUAOU3MEHATh UX, YTO B JaJIbHEHIIEM IPUBOJIUT K
ayTroceHcuOmmm3anuu [9].

JlexapcTBeHHBIE mpernapaTbl MOryT BbI3bIBaTh AMI'A kak ¢ HapylmIeHHMEM HWMMYHHOU
perynsnun, Tak 1 0e3 Hee. KommuecTBo JeKapCTBEHHBIX MPENapaToB, KOTOPbIE MOTYT BBI3BIBAThH
JIEKapCTBEHHYI0 UMMYHHYIO T€MOJIMTUYECKYIO0 aHEMUIO YBEJIIMYMIOCH 32 MOCIIEIHNE HECKOJIBKO
necaTuwiieTHil (B Hactosiee Bpems okoio 125) [10]. [Ipeobaanatot Tpu rpymnmsl npenaparos: 42%
- IPOTUBOMHUKPOOHBIE IMpenaparbl CUCTEMHOro aeictBus, 15% - mpoTHMBOBOCHAIUTENbHBIE U
poTHBOpeBMaTuyeckue npenapatsl 1 11% - mporuBoomyxoieBble npemnapaTtshl. Haunbomee

pacrnpoCTpaHEHHOM IPYNION JEKAPCTBEHHBIX CPENICTB, BhI3biBarOINX AUIT'A, B HacTosiee Bpemst



cTanu 1edanoCnopuHbl, Ha 100 KoTopbix mpuxomutcs 70% cmydaeB [10]. MexaHusmsl u
MIpUMEPBHI JIEKapCTBEHHO-MHyinpoBanHOW AWUT'A onmcansl Huxe U B Tadbmune Ne2 [10].

Tabnuia Ne2. MexaHu3Mbl U IPUMEPHI JICKapCTBEHHO-UHyITpoBaHHOH AVTA.

MexaHnusm Mpumep

Iepecrpoiika aHTUTeHA (ayTOAHTHTENA, HE 3aBHCsAIINE OT | MeTrgomna**
JICKApCTBEHHOTO CPEICTBA) dirymapabun™*

Oxkcayumarug * *

T"antenusanusa MPOYHO cBsaA3aHHble | bera-maktaMHbIe
(JtekapCTBEHHO-3aBUCHUMBIE | TAIITECHBI aHTHOAKTEepUAIbHBIC IpenapaThl,
ayTOAHTUTEIA) TIEHUITIUTAHBI

Lleporeran’

cnabo cBsi3aHHbIe TanTeHs! | Lledanocnopussl BTOPOTO,
TPETHETO MOKOJICHUS

[Munepanumma+| Tazob6akTam]

AncopOriust HeuMMYHHBIX Oe1koB (NIPA) Hedamocnopunsl MIepPBOTO
MTOKOJICHUS
HNHrn6éutopsl Oera-nakTamas
(xyaBynaHar, Cyab0aKTam,
Ta300aKTam)

! — He 3aperucrpuposan Ha Tepputopun Poccuiickont ®enepanuu
Cy1iecTByeT Tpy 00IIMX MEXaHU3Ma, OOBSICHSIONTUX pa3BUTHE JiekapcTBeHHOW AVTA:

e [lepecrpoiika antureHa. B 3Tom cityyae npenapaT B3aWMOJICHCTBYET C OINPEICICHHBIM
0eTKOM-MHUILIEHBIO HAa TIOBEPXHOCTH 3PUTPOIIUTA, U3MEHSISI €T0 IEPBUYHYIO CTPYKTYpYy. B
pe3yabTaTe MUPKYIHPYIONe JTUM(POLUUTHI ONPEACISIOT JaHHBIA OEJOK Yy>KEPOJHBIM U
BbIpA0ATHIBAIOT MPOTHB HEr0 aHTUTeNna. OTH aHTHTeNa, B CBOK  O4Yepe/b,
B3aMMOJICHCTBYIOT C HEM3MEHEHHBIMH KONUSAMH Oe€lKa Ha TMOBEPXHOCTH IPUTPOIMTOB
IPUBOJIS B TIOCTEAYIONIEM K pa3pyLICHUIO SpUTPOIMTOB. ClieayeT OTMETh, YTO Mpenapar
B JAaHHOM CJIy4ae HE SIBJISIETCS YacCThI0 AHTUTEHHOT'O SIIUTONA M HE TpeOyeTcs uis
nocieayIouel BpIpaOOTKHM aHTUTEN, MO3TOMY IpeKpallleHue IpueMa Ipernapara He
rapantupyet npekpamenne AUI'A y 3Tux nauueHros [4].

e Tantenmsanus. ['anteH - 3To HeOoNbIIas MOJIEKYJIa, KOTOpasi cama Mo cebe He SIBIseTcs
AQHTUTCHHOH, HO TpH TPUCOCIMHEHUH K OIpENeNICHHOMY OEJKY-MHUIIEHH IOBBIIIAET
UMMYHOT€HHOCTH 3TOT0 OeJiKa Tak, YTO HUPKYIUpYIoLue TuMGOIUTHI OyIyT CYUTATH €r0

9YXKCPOOHBIM. T"anTen saBsieTCS BaXKHBIM KOMIIOHEHTOM aHTUTCHHOTO OIIUTOIIA, B OTIINYHUC
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OT OMHMCAHHOTO BBINIE MEXaHW3Ma. JTOT MEXaHH3M MOXKHO pa3/IeIUTh Ha JBE pPa3HbIE

KaTeropuu:
- CTOHKOe (KOBAJEHTHOE) MPUCOECIUHEHUE, KIACCUUECKUM IPUMEPOM KOTOPOTO
SBISICTCS OCH3WINEHUIMILIHH™*, 0COOCHHO MPH BHYTPUBEHHOM BBEICHUU OOJBIINX
no3. [Tocie BBeneHUs1 OCH3WIMEHUITMIUTMHA™** TIpemapaT MpoYHO CBS3BIBACTCS Pe3yc-
AQHTUTCHOM Ha MOBEPXHOCTH 3PUTPOILINTA, YTO NMPUBOJUT K 0Opa30BaHHUIO OEIKOBOTO
koMmriekca. Cnemuduueckne  ayroanTtutena IgG  HameneHsl Ha  JaHHBIA
ranTeHU3UPOBAHHBIM OENKOBBIM KOMIUJIEKC, B JTOM ClIydyae KOMIUIEMEHT HeE
AaKTUBUPYETCA. YUUTHIBAs BKIIFOUEHUE B SIUTOII [Iperapara, ayToaHTUTENa pearupyoT
TOJIbKO Ha TaNTeHHW3UPOBAHHBIE OENIKM, MO3ITOMY HpEKpalleHHe NpHeMa Ipernapara
4acTo NPUBOJUT K MpeKpalleHuto remoausa [10].
- mpu cnaboi CBsI3U TIpernapara ¢ TMOBEPXHOCTHBIMM AHTUICHAMHU SPUTPOLMTOB
o0pasyeTcst SMUTOI, KOTOPBIA COJEPKUT KaK JEKapCTBEHHOE CPEICTBO, TaK U OEIIOK
SPUTPOLIMTOB — IPH 3TOM AyTOAHTUTENIA BpeMs OT BPEMEHM pearupyroT Kak Ha
TanTeHU3UPOBAHHBIN O€JOK, TaKk M Ha OTICIbHOE JIEKApPCTBEHHOE CPEICTBO. JTH
peakIuy, Kak WpaBHIIO, OMOCpPeOBaHbl IgM, CONmpoBOXKIAIOTCS —aKTUBAIUEi
KOMIUIEMEHTA U BHYTPUCOCYIUCTBIM remonu3zoMm [10].

e Ancopbuus HemMMyHHbIX OenkoB (NIPA): mpenmonaraercs, 4ro B paMKax 3TOro
MeXaHW3Ma Tpenapar BbI3bIBACT MOPQOJIOTHYECKHE W3MEHEHHs B  CTPYKTYpe
MTOBEPXHOCTHBIX OEJIKOB 3PUTPOLUTOB TAKMM OOpPa3OM, YTO OH IPUBJIEKAET HECKOJBKO
OCNKOB TIIa3Mbl HEMMMYHOJIOTHYECKMM oOpa3oMm, Bkmoyas IgG, ampOymun, C3,
¢ubpunoren wu gpyrue. llpukperuieHne mNONMUKIOHANBHBIX IgG K MOBEPXHOCTH
SPUTPOIUTOB COKpAIIAET MPOAODKUTEIBHOCTh HMX OJKH3HM W MOXXET BBI3BIBATH
OTICOHU3ALINIO-(DarorTo3, MPUBOAAIINI K BHECOCYAUCTOMY reMoinusy. Kak npaBuiio, npu
9TOM HE MPOUCXONT AKTUBAIIUN KOMILJIEMEHTA, TOCKOJIBKY aHTUTENa HE TPHCOEANHSIOTCS
UMMYHOJIOTHYECKHA, a CKOopee aJcopOUpYIOTCSI Ha TIOBEPXHOCTH 3SPUTPOIUTOB.
Knaccnyeckumu npumepamu MpenapaToB, CBS3aHHBIX JaHHBIM MEXaHU3MOM, SIBISIOTCS

11e(haJTOCTIOPUHBI TIEPBOTO MOKOJICHUSI U MHTHOUTOPHI OeTa-maktamas [10].

1.3 DnuaemMuoJorus 3a00JJeBaHUS HWJIH COCTOAHHS (Ipynnbl 3200JeBAHMIT WU

COCTOSIHM)

AUT'A mnopaxaer Kak JETCKOE, TaK M B3pOcCiIoe HaceleHwe. B jerckom Bo3pacte
3a0oyieBaHue BCTpevaeTcs peako. JlaHHble TUTepaTyphl coliep:KaT MHPOPMAILHIO U3 HEOOIbIINX

CCpusAax, B OCHOBHOM OCHOBAHHBIX Ha J1a60paT0pH51x HCCICAOBAHUAX U OXBATbIBAKOIINX OYCHb
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HeOonbIIoe KomuuecTBO IeHTpoB. lloacunmrtannas mo nanHeiM @paniry3ckoro KoroprtHoro
WCCIIeIOBaHMS eXeroaHas 3aboneBaeMocTh cocrapisieT mpumepHo 0,81 wa 100 000 uenoBek B
Bo3pacte no0 18 mer [11]. HambGonee pacnpoctpanennas ¢gopma AUI'A y nmereli cBsizaHa ¢
«TEIUIOBBIMUY» aHTHUTEIAMH, TUAarHOCTUpyeTcsa Oosee yeM B mojoBuHe ciaydaeB AUI'A. Tounas
pacnpoctpaneHHocTh AMI'A B JeTCKOM BO3pacTe BCE €Ill€ HEM3BECTHA, HO, BEPOSTHO, OHA

YBEIUYMBAETCS C BO3PACTOM, KaK U IPU OOJIBIIMHCTBE Ay TOUMMYHHBIX 3a0o0neBanmii [1].

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200JeBAHUS MJIH COCTOSTHHSA (TPVIILI 3200J1eBaHUi

HJIN  COCTOSIHMIT) mo MeKIVHAPOIHOH CTATHCTHYECKON KJaaccuduranuu 00Je3Hed u

NpoodJIeM, CBA3aHHbIX CO 3I0POBLEM

D59.1 [Ipyrue ayToMMMyHHBIE T€MOJIUTHUYECKUE aHEMUU
D59.8 [Ipyrue npruoOpeTeHHbIC TEMOJUTUYECKUE aHEMHUH

D59.9 IpuoOpereHHas reMOIMTHYECKAs! aHEMUSI HEYyTOUHEHHAs!

1.5 Kaaccupukauusi 3a00j1eBaHUST WJIH _COCTOSIHUA (Irpynnbl _3200JeBAHUI MM

COCTOSIHMIA)

Knaccudukanus 3a0oneBanusi OCHOBaHA Ha TEPMHUYECKUX CBOMCTBAX aHTUTEN M Kiacca
ummyHornooynunoB. Kraccuuecku AWIA  fmenuTcss Ha  «TEIJIOBOW», «XOJOJOBOW» H

«CMEIIaHHBIN) THIIBI.

«TennoBas» AHWUI'A sBnsercs Hambosee pacnpocTpaHeHHOW (OpMO HMMMYHHOIO
remMoJjin3a, Ha JOJI0 KOTopoil mpuxomutcs 65-70% cmyuaeB [3]. Ona xapakrepusyercs
BBIpAa0OTKOM BBICOKMX KOHIIGHTpalMii ayTtoaHTuTen kiacca IgG, B pemkux ciydasx
obHapyxwuBatoTcst IgA u mornomepubie IgM. OnTuManbHOE B3aUMOJICHCTBHE aHTUTEIO-aHTUTCH
npoucxoaut Tipu Temreparype 37°C  (Ttemmeparypa Tena). AyTOaHTHUTENA  SBIISIFOTCS
MOJIMKIIOHATLHBIMU ¥ TIOJTUCTICITU(UIHBIMU, TO €CTh OHH PEarupyIOT ¢ HECKOJIbKUMU aHTUTCHAMH
sputpouuToB. ['emonu3 mnpu naHHoMm Buae AUI'A sBisercss BHYTPUKIETOYHBIM, MOCKOJIBKY
JPUTPOIHTHI, TOKPHITHIE «TETIJIOBBIMIY aHTHTETIAMHU, ParolUTHPYIOTCS MakpodaraMu Cele3eHKH,
Hecyumu penentopsl Fcg. MHorma makpodaramu cene3eHKH OTIICIUISIETCS TOJBKO YacTb
MeMOpaHbl, B pe3ysbTaTe 4ero obOpasyercst cepolMT, MPpHU MOBTOPHOM MPOXOXKICHUU Yepe3

cene3eHky cheporuT paspymaercs [12].

Hekotopsie anTuTena 061agar0T CIOCOOHOCTRI0 aKTUBUPOBATh CUCTEMY KOMILJIEMEHTA C
obpazoBannem (C3b kommoHeHTa, B CBOI odepenb C3b-onmcoOHU3MPOBAHHBIE APHUTPOIUTHI

noJiBepraroTcs (paronuTo3y NeYeHOYHbBIMU Makpodaramu, Hecymumu C3-perentopsl. [gM oueHb

12



s dextuBHO akTUBHpPYIOT KomruiemMeHT, IgGl u IgG3 Takke sBustorcs 3¢GEGEKTUBHBIMU
akTuBaTtopamu koMmruieMenTa; [gG2 u IgA — cnabbie akTuBaTOpHl KOMIUIeMeHTa; [gG4 — BoBce He
aKTUBUPYET KOMIUIEMEHT. B penkux ciydasx akTUBalMs KOMILJIEMEHTa MOXKET MPHUBECTH K
oOpazoBanmio  MeMmOpaHHO-aTakyromero  komruiekca  (C5b9), 49ro  mpuBOogUT K

BHYTPHUCOCYIUCTOMY reMonu3y [12].

«XoaonoBass» AUI'A BbI3BaHa HanuuueM aHTUTen kKiacca IgM. B 3aBucumoctu ot
ATOJIOTHUH BBIACNAIOT MEPBUYHYIO XOJOIOBYIO arrIIOTHHUHOBYIO 0osie3Hb (XADB) u BTOpUUHBII

X0JIOZI0BOM arrmoTHHUHOBBIN cunipom (XAC) [1].

Tepmun XAB wucnone3yercs st  00O3HAYEHHS XPOHUYECKOH ayTOMMMYHHOM
reMOJIMTHYECKON aHEMHH, BbI3BAHHOM aHTUTENaMu Kiacca IgM, CBA3BIBAIOIIMMU 3PUTPOLUTHI
IIpH HU3KKUX Temreparypax. XAb o6pyHO HaOMI0AAaETCSA Y B3POCIOr0 HACEIEHHS C KIIOHAJBHBIM
muMponponupepaTUBHBIM 320071€BaHUEM KOCTHOTO MO3Ta HU3KOH CTENeHH BBIPAKEHHOCTH.
Tepmun XAC otHOcuTCs K BropuuHoit popme AUT'A, koTopast pa3zBuBaeTcs 4allle BCero y aeren

nocne uHdeknui [13].

AytoanTutena knacca IgM cBs3bIBalOT MeMOpaHHBIE AHTUIEHBI 3PUTPOLMUTOB, Kak
paBuiIo0, cucteMsl I/i mpu Temmneparype okoso 4°C, XOTsI OHU MOT'YT COXPaHSTh PEaKTUBHOCTB J10
30°C, uro onpezenseTcs Kak MIMPOKask TeMIEpaTypHas aMILUIUTy1a. TemneparypHas aMILIUTy1a
— 3TO camas BbICOKas TEMIIepaTypa, Ip1 KOTOPOI aHTUTEIA MOTYT CBSI3bIBAaTBCS C SPUTPOLIUTAMU
U BBI3bIBaTh MX arrJIIOTUHAIMIO; YEM BBILIE 3TO 3HAYEHHE, TEM OOJIbIIE TSHKECTh 3a00JI€BAHMUS.
[lentameps! IgM QUKCHPYIOT KOMIIOHEHTHI KOMILIEMEHTa ropaso jerde, yeM IgG. AkTtuBanus
KacKkaJZla CHUCTEMbl KOMIUIEMEHTa IPOMCXOAUT, KOTJa OSPUTPOLUTHI CBsi3aHHBlE ¢ IgM
BO3BpAILAIOTCA B IIEHTPAJIbHBIA KPOBOTOK (JOCTUTalOT TEMIEpaTypbl Tena), o0pa3yroTcs
MemOpanoarakytomue komruiekcsl (MAK) C5b9 BbI3bIBaromMii BHYTPUCOCYAUCTHIA T€MOJIN3.
[IponcxoauT TakXke M BHYTPUKIETOUHBIA IeMOJIM3 NMpH ydacTHH KieTok Kymndepa B meueHw.
[IsaTuBanenTHas cTpykrypa IgM cnocoOHa CBS3BIBATH OJHOBPEMEHHO HECKOJIBKO SPUTPOILUTOB,

YTO MPUBOJUT K UX arriatoTuHanuu [12, 13].

XAC acconuupoBaH B OCHOBHOM ¢ HH(peKIusMH. Yale BCero 3To MpOUCXOAUT BO BpeMs
3apaxxeHus Mycoplasma pneumoniae u Bupycom DmnireiiHa—bapp (BOb), Ho Takxke MoxeT ObITh
CBSI3aHO C IPYT'MMHU BUPYCHBIMH HH(DEKIUAMH, TAKUMH Kak nurtomerainosupyc (LIMB), Varicella,
Rubella, mapsoBupyc B19, remarutr B. B pesynabTaTe 00pa3yroTcsi X0J0A0BbIE arrIIOTHHUHBI U

pa3BUBaeTCsA KIMHUYECKU 3HAUMMBbIN remonus [14,15]. [lepBbie cUMIITOMBI OOBIYHO MOSBIISIOTCS

13



uepes3 2 HECACIN IIOCJIC Haydaja nepBHquﬁ I/IH(i)eKI_II/II/I, 34aTEM I'CMOJIM3 YMCHLIIACTCA IIO MCPC

BBI3JIOpOBIICHUS OT uH(pekmu [1, 4].

IapokcusmanbHasa xojoaosasi remoryioounypusi (IIXI') saBnserca camoi 4actoit
dopmoit AUT'A y nereii. [lepBonagansHo oHa Obuia omucana [pecciaepom B 1854 r. TIXT
HCTOPUYECKH OMUCHIBAIM KaK XPOHHUYECKOE 3a00JIeBaHKe Yy MAI[MEHTOB, CTPAAAIOIINUX TO3IHUM
WM BPOXKIEHHBIM CHU(UINCOM, Y KOTOPBIX TOCJIE BO3JCHUCTBUS HU3KUX TEMIEpaTyp U MpHU
TOCJIeIYIONIEM COTPEBAaHUsI Tella HAOII0MaIMCh “TIApOKCU3MBI” TeMOTrJIO0OMHypHH. B HacTosimiee
BpeMs JaHHOE 3a00JIeBaHUE BCTpeyaeTcs KpaitHe peako, 6oiee 50% onucanubix cayyaes [IXT -
9TO JAETH JI0 S5 JIET ¢ pa3BUTHEM HH(EKIMI BEPXHUX JIbIXaTEIbHBIX MMyTEH Pa3IuIHON ITHOJIOTUH

[16].

[Toareepxnatommii Tect st [IXI, onpenensironuii Hanmuuue NByx(ha3HbIX aHTUTEN, ObLT
paspabotan 6onee 100 ner nazan xynuycom Jlonarom u Kapnom JlangmreiiHepom, B 4ecTh
KOTOPBIX Ha3BaHO Maroyiorudeckoe aHtuteno [17]. Auturena [Jonara-Jlanmmreitnepa mpu [1XT0
NPEACTaBISIIOT COOO0M MONUKIOHAIbHBIE aHTUTena kiacca IgG, HampaBieHHbIE Yalle BCEro
npotuB P-anturena sputpountoB (83,1%) [16]. OHu cBA3BIBAIOTCS ¢ MEMOPAHOI ApUTpOLIUTA U
(UKCUPYIOT HAa HUX KOMIUIEMEHT MPU HHU3KUX TeMIepaTypax B Hepudepruveckux yacTsx Tena
(KOHEYHOCTH), 3aT€éM B MOMEHT HarpeBaHHs (BO3palleHHE B LEHTPaJIbHbIH KPOBOTOK U
JOCTUKEHUHM TEMIEepaTypbl Teja), MPOUCXOTUT aKTHBAIMS TMOJHOTO KacKajla CHUCTEMbI
KOMIUIEMEHTa, BHYTPUCOCYIHUCTBIA JIM3HC DPUTPOIMTOB W BBICBOOOKICHHWE CBOOOIHOTO

reMOFJIO6I/IHa, 4TO IIPHUBOJUT K KJ1accH4YecKoi FCMOFJ'IO6I/IHypI/II/I.

Knunnueckast u maboparopHas muarHoctuka IIXIT octaercss HempocToi 3amadeid n3-3a
penkocTu 3a00J€BaHMsI M CIOXKHOCTH METOJOB TecTUpoBaHMs. OnpeneneHue anturen Jlonara-
JlanmmteitHepa TpeOyeT CrennanbHOM MOArOTOBKH 00pa3lioB KPOBH, TEMIIEPATYPBI MHKYOAIUU 1
nuTensHoro BpeMeHu. HexpaBHue ommcanus citydaeB [IXIT oTMeTnnM Mo3qHIO JUArHOCTHKY

3a00JIeBaHMsI, TOCKOJIBKY ObLlIa OMTMO0YHO JUarHOCTHPOBaHa «xonogoBas» AUTA [16].

Heboub1ioe koam4ecBo ciyyaeB MOXKET ObITh KIacCU(UIUPOBAHHO KaK «CMELIAHHASD)
AHNUT'A, npu 3TOM THIIE BBISIBJISIFOTCSI CEPOJIOrMUYECKHE MapKephl Kak «remnoBoi» AUI'A, tak u

XAC [1].

1.6 KiimHnuyeckass KapTHHA 3200J1€BAHUS WJIH COCTOAHUSA (TPyNNbI 3200J1eBAHNN NI

COCTOSIHM)

Knunnueckue nposBieHus npu «rerioBoi» AUT'A o0br4HO Hecrienupuieckue U 3aBUCAT
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OT TshKecTH aHeMuu. IlanumeHTsl ¢ CyOKIMHUYECKMM TEYEHHEM TIeMojM3a MOTYyT He HMETh
CHUMIITOMOB, 0/IHaKo Yaie Bcero npu AVI'A nabmrogaercss aHeMusi OT CpeTHEeH CTEeTIeHU TSKECTH
no Tsokeno. Oxonmo 60% mnamueHToOB B TeueHHe Mmecsna mnepen aedbrotom AMIA ormedanu

KIIMHUYCCKUC TTPOSABJICHUA HCCHGI_II/I(I)I/I‘-ICCKOI‘O 3a00JIeBaHUs C IMOBBIIICHUEM TCMIICPATYPhI TCJIa

[4].
Oo0mme cumnromsl npu Beex Bugax AUT'A:

* AHEMHYECKHH CHHAPOM Pa3JIUYHONW CTENMEHHW BBIPAKEHHOCTH (c1aboCTh,

CHIDKCHHE  TOJEPAaHTHOCTH K  (U3MYEeCKOM  Harpy3ke, TaxUKapaus, OJIBIIIKA,

TOJIOBOKPY’KEHHE W/WIIA TOJIOBHAs 00JIb);

* Xenryxa u/ wnu 61€JHOCTh KOXKH, CIIU3UCTBIX, UKTEPUIHOCTH CKIIED;
* Temnas moua (80%);
* T'emaromeramus (19%), cnnenomeranus (31%);

[Ipu TspDKENmON aHeMHM MOTYT HaONIOAAThCS TPHU3HAKH CEPAHEUYHON HEIOCTATOYHOCTH
(0coOeHHO TpU COMYTCBYIOIIMX CEPEUHBIX MATOJOTUSAX, HAPUMEDP MOPOKH CEpJlla) - XPUIIBI B
JIETKUX, TepudepruvecKkue OTEKH, pacIIupeHue sSpeMHbIX BeH. [Ipn BHE3amHOM M OBICTpOM
Pa3BUTUU TSHKETIOW aHEMHUHM MOXKET HaOMI0JaThCsl KOMa, OCTpasl MmovyeuHass HeI0CTaTOYHOCTh [1,

41.

Kpowme Toro, y maruentos ¢ BropuyHoi AWI'A HaOIr0[aI0TCSl CUMIITOMBI, CBSI3aHHBIE C
OCHOBHBIM 3a00JIeBaHHEM, I103TOMY KpailHE Ba)KHO BBIABJIATH NPU3HAKM TOTEHIHAIbHON
ayTOMMMYHHOM HaToJIOTUM, MUMMYHOAE(HUIUTA, 3/10KaY€CTBEHHBIX HOBOOOPAa30BaHUM u/win

nHpexmum [4].

I[Ipu XAB/XAC momumMo o0OLUX TPOSBICHUN Pa3BUBAIOTCS CUMITOMBI CBS3aHHBIE C
oxnoxnenueM (10 90% mnanueHToB). AKpPOIIMAaHO3 BO3HUKAET B PE3yJIbTAaTe AarrIiOTHHALUA
SPUTPOIUTOB O] ACHCTBUEM MEeHTaMepoB [gM Ha KOHYMKAxX TMalbIeB, HOCY W/WIH yIIaX MPU
BO3JIeHCTBUU X0J0/1a. DHOIETOBO-CEPOE OKpAIIIMBAHKE U CBSI3aHHASI ¢ HUM OOJIb MPOXOMAT MPHU
COTpEBaHUM C MHHUMAJIBHOW PEaKTUBHOW THIIEpEMHUCH KOXH. Jlpyrue KOXKHBIC MPOSBICHUS
arTIIOTUHAIIMK PUTPOIIUTOB BKIIOUYAIOT BEIPAKEHHBIA eHOMEeH PeliHO, peTHKYISIpHOE JIUBEIO,
KpalMBHUIY WJIM OYEHb PAHHUN HEKPO3/M3bA3BICHUE KOXH. XapaKTEPHO HIH30UYECKOE
yXyIIIEHUE TPOABICHUM 3a0o0JjeBaHMs TpPHU BO3ACHCTBHHM XOJoJa (BKJIIOYas YNoOTpedieHue

XOJIOHOU BOJIBI), CTPECCE, TPaBME, XMPYPTUUECKOM BMEIIATEILCTBE W/ uiu auxopaake [1, 4, 13].
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2. InarnocTuxka 3a060J1eBaHNS UM COCTOSIHUA (TPyNNbI 3200/1€eBAHUM WU
COCTOSIHMI), MEIUIMHCKHE MOKA3aHHUS M POTUBONOKA3AHUSA K IPUMEHECHHIO

METOA0B JTMATHOCTUKH

Kpumepuu ycmanoenenus o0uazno3a/cocmoanusn: OudazHo3 YCMAaHAGIUBAeMCs HA
OCHOBAHUU HAMUYUA KIUHUYECKUX (O1eOHOCmb, JHCelmyxd, 2enamo/CHieHOMe2dnus, MmemMHAas
Moua) u 1abOpPAMOPHLIX NPOSAGICHUN 2eMONU3A (AHeMUsL PA3TUYHOU CMeneHu msicecmu,
PEMUKYI0YyUumo3, nosviuieHue obujeco OUNUpYOUHa 3a cyem Henpsamol Qpakyuu, nosviuieHue
axmusnocmu JI/I, cHudicenue eanmoenobuna) u nonroxcumenvHou npsmoiu npoboi Kymbca
(npsamou anmuenooyrunoswi mecm)[18].

Iloomeeporcoenue ouacrnoza AHUI'A mpebyem Hanuuus 2eMOIUMUYECKOU aHEMUU C
noaodcumenvbHou ceponozueil, nockoawvky 0,1% oonopoe kposu u 00 8% cocnumanu3upo8aHHvix
NayueHmos mMo2ym umems noaoxcumenbryto npooy Kymboca (npsamou anmueio0yiuHosbwiil mecm,)

0e3 KIuHu4ecKux uiu 1abopamopusix dokazamenbcma cemonusa [19].

2.1 ’Kajno0bl U aHAMHE3

o Pexomenayercsi BceMm mnanueHTam ¢ AUT'A moapoOHBIA ompoc kanob, cOop aHamHe3a
3a00JICBaHUs, CEMEHHOTO aHaMHe3a C IIeJbI0 BEPUPUKAIMHM JUArHO3a M yTOYHEHHS
BO3MOHOM dTHOoJNOrTHH [1, 4, 18-24].

YpoBenb  yOeauteabHocTH  pekomenaauuid  C  (ypoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

Kommenmapuu: B anammneze nacmosuje2o 3a601e6anus cmoum oopawjams 6HUMAHUe HA
Hanudue IUxopaoku, 03Hoba, 6oaell 8 Hcugome/cnune U NOMeMHeHUs MOYU, NepeHeceHHble
HeoasHue ungexyuu (OPBH), npuem nexapcme unu eakyunayus, HeoagHue nymeulecmeust
(manapus); omkpvimsie panvl/oxco2u (K10CMpUOUO3Has cenmuyemus);, e npogooulocs
JU nepenuganue Kpoeu (peakyus HA NepelusaHue);, He npo8oOUNUCH U UHMEHCUBHbLE
Qusuueckue HazpysKu (Mapuieaas 2emo2100UHypusl).

Anammues Hcu3Hu 6KIOYAE BONPOCHI O HATUYUU PAHee CYYaes PA36UMUs AHeMULU U/unu
JHCENMYXU, INU30008 NOMEMHEHUs MOYU (0CODeHHO nocie npuema OonpeoeireHHbIX
JIeKapcme, Nuyesblx NpoOyKMo8 Ui UHQeKyull), CnieHoMe2aiuu, HCea4HOKAMEHHOU
OONe3HU,  AYMOUMMYHHbIX 3a00Ne6aHUAX (apmpum, Cblnb, S36bl 60 pPMY) UIU
umMMyHOOehuyumnblx — 3a001e6anull, UHMEKYUOHHLIL aHaMHe3  (peyuousupyloujue
unghexyuu, abcyeccol, NHEBMOHUSL U M.O.).

Takoce He0OXOOUMO YMOYHUMb CeMeUHbIll AHAMHe3 C HaauyueM YKA3aHHbLIX Gblude

npOﬂGﬂeHZ/lﬁy YjleHo6 cembll.
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2.2 duzukajabHoe 00cae10BAHHE

Pexomenayercss Bcem mnamueHTam ¢ nopospeHueM Ha AUWUI'A npuem (ocmotp,
KOHCYJIbTAIlMsI) Bpaya-reMaTosiora NepBUYHbIN (Ipu HE0OXOAUMOCTH — ITOBTOPHBIN) AT

Bepu(UKaLUY AUAarHO3a U ONPEACICHUs TaKTUKK Jeuenus [ 1, 4, 18, 20-24].

YpoBenb  yOeaureabHocTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Pexomennyercsi Bcem narmentaM ¢ AWT'A mpoBecTr MOTHBIA (GU3HKATBHBIA OCMOTP C
LeNb0 BEepU(PUKAIIMU JUArHO3a, OIECHKH TSDKECTH COCTOSHUS, BBISIBICHUS IPU3HAKOB
OCHOBHBIX 3a00ieBanus [1, 4, 18, 20-24].

YpoBenb  yOenureqabHOCcTH  pekoMeHganuii C  (ypoBeHb  JOCTOBEPHOCTH
JI0KA3aTeIbCTB — 5)

Kommenmapuu: Oyenxa cmenenu msjcecmu aHemMuiecko20 CUHOPOMA (MAaxuxapous,
MAxXUnHod, Wym 8 Yuax, pumm 2aiond, apmepuaibHas 2UNOMeH3Us. Ul WoK) 8ax#CHA 05
peuteHus 80Npoca O CPOYHOCIU NpPOGedeHUs 2eMompanc@ysuonnou mepanuu. Ilpu
ocmompe ommeyaemcs 61e0HOCMb KOHCU, HCEMYXa (6 3a8UCUMOCIU OM 8bIPANCEHHOCTU
unepounupybuHeMuu), UKMepuiHOCmy CKIep.

Heobxoouma oyenxa aumponponughepamusrnozo cunopoma npu naibnayuu (603modicHvle
370KauecmeeHHbvle HOB000pA308AHUA, CUCMEMHAs aum@onporugepayus), Haiudue

axKkpoyuarnosa, ;36 KOHewuHocmell (cwwnmwwbl C6430dHHblIE C azemomunauueﬁ).

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAeT0BAHUS

Pexomenayercs Bcem manuentam ¢ AUI'A npoBoauth oOuuil (KIMHUYECKUN) aHATU3
pa3BEepHYTHIM C OIEHKOM Ma3ka mepudepuyecKoil KpOBH, HCCIECIOBAHHE YPOBHS
PETUKYJIOIIMTOB B KPOBU, UCCIIEIOBAHNE CKOPOCTH ocenanus aputporutoB [1, 4, 18, 20-
24].

YpoBenb  yOenureqabHocTH  pexoMeHaanmuii. C  (ypoBeHb  JOCTOBEPHOCTH
J0Ka3aTeJNbCTB — 5)

Kommenrapuu: B obwem (Kiunuweckom) amanuse Kpo8U pPA38ePHYMOM HeoOX0OUMO
oYyeHums JNetKOYUMApPHLIL U MPOMOOYUMAPHBIL POCMOK (OUACHOCMUKA CUHOPOMA
Quuwepa-Is6anca). Ilpu AUI'A uawe 6ceco anemus HOCUM MAPKOYUMPAHBIU XapaKmep
(veenruuernue MCV — cpednuti oovem spumpoyuma). Ilpu 0630pe maska nepugepuueckou
KpOBU  MOJCHO OOHapysicumo mMuxpocepoyumsl (npu  «mennosouy AHIA) u

NOIUXPOMA3UIO, HOPMOOIACMbL (NPU BLIPANHCEHHOM HOPMOOIACmO3e OyOem HabI00amuvCsl
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JIOJHCHBILL IeTIOKYUMO3 NPU ABMOMAMUYECKOM AHANU3E KPOBU U OMOJIOHCEHUE MUETOUOHO20
POCMKQ), 803MONCHO OOHApYIHCEHUe WU30YUmos (ouggepenyuanrvHas OuasHOCmuKa c
MUKDOAHSUONMUAMU), — AMUNUYHBIX — KIEeMmOK  (npu  JelKo3ax),  a2eiromuHayuio
spumpoyumos (npu XAb/XAC).

B peoxux cnyyasx npu «mennosoty AUL'A mosicem ommeuamvcsi pemuKyi0yumoneHus Ha
PAHHUX CcmMaousix 3a001e8anus, Ul KO20d AHMUMENAd MAKHCe 63AUMOOeUCMBYIOm ¢
AHMU2eHaMUu Ha MemMOpamne pemuKyJIoYumos, uiu npu CONnymcmeyioujel GupycHou
unghexyuu, Hanpumep, napgosupyc B19.

Pexomennyercsi Bcem marnuentam ¢ AUI'A mpoBoIuTh aHAIM3 KPOBH OMOXHWMHYECKHI
o0IeTepaneBTUYECKHH ¢ UCCIeIOBaHUEM YPOBHS 00I1ero 6emka B KpOBH, HCCIIEIOBAHUEM
yYpOBHS alibOYMHHa B KPOBH, UCCIIEIOBAHHEM YPOBHSI MOUYEBHHBI B KPOBH, UCCIIEIOBAHUEM
YpOBHS KpEaTMHHHA B KPOBH, HCCIEAOBAHHWEM YPOBHS CBOOOJHOTO W CBSI3aHHOTO
OmMpyOrHa B KPOBH, OIIPE/ICIICHUEM aKTUBHOCTH acriapTaTaMUHOTpaHcepasbl B KPOBH,
OmpefeTIeHNeM aKTHUBHOCTH allaHWHAMUHOTpaHcdepa3bl B KPOBH, OINpeAeTICHUEM
AKTUBHOCTH JIAKTaTACTUIPOTEHA3bl B KPOBH, MCCIICIOBAHWEM YPOBHS TaNTOIVIOOMHA B
KpOBH, OMpeAeNiCHUeM aKTUBHOCTH Ielo4YHoW QocdaTa3ssl B KPOBH, UCCIEIOBAHHUEM
YpOBHS TJIIOKO3BI B KpoBH [ 1, 4, 18, 20-24].

YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — 5)

Kommenrapuu: V 6onvuwuncmea nayuenmog ¢ 2emMOnu30M GblAGNIAEmCs NOGblULeHUE
ounupyouna 3a cuyem Henpsamou gpaxyuu, nogviuenue akmusrnocmu JII" u cnudxcenue
2anmo2nobuna 6 cvlgopomke kpogu. Oyenka QyHKyuu nevenu Heooxoouma OJisl 8bis61eHUs
B03MOIACHO20 CONYMCMBYIOU€20 2ULAHMOKIEMOYHO020 2enamuma, 0COOEHHO Y MAAOeHyes
u Oemell paHHe20 603pACMA, UMU BUPYCHO20 NOPAICEHUs NeYeHU, KOMopvle MO2U
cnposoyuposams pazeumue AUTA. Takoce HeodX00UMO UcxooHoe 00ciedosanie nouex,
NOCKOJIbKY camo 3a001esanue u e2o 1edeHue Mo2ym noguuims Ha yHKYUio noyex.
Pexomennyercsi Bcem narnmentam ¢ AWUI'A BeImosHEHHWE MPSIMOTO aHTUTIIOOYJIMHOBOTO
Tecta (npsmas npobda KymOca) u Henpsimoro anturiodynuHoBoro Tecra (Tect KymoOca)
JUTS TIOTBEPIKICHHUSI HMMMYHHOTO T€HE3a reMOIuTH4YecKoi anemud [1, 2, 4, 8, 9, 20-24].
YpoBenb  yOeauteabHocTH  pexkomeHgaumii  C  (YpoBeHb  JI0CTOBEPHOCTH
JI0Ka3aTeJabCTB — 3)

Kommenrtapuu: Jlabopamopnas ouacnocmuxa AUI'A ocnosana Ha 6blasieHUU

aymoanmumer, RPUKPENIEHHBIX K SPUMPOYUMam (Mpamou anmuenooyiurossiti mecm (
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npamas npoba Kymbca)) u c60600ubix anmumen 8 CblBOpoOmMKe Kposu (Henpsamoll
anmuenooyiunogwvlti mecm (mecm Kymoca)).

Crauana cnedyem npogooumsv npsAMOU AHMUSIO0YIUHOBLIIL mecm (NpamMyro npoody
Kymbc)a ¢ ucnonvzosamuem  noaucneyuguyeckux — cbl@OpOMOK,  CHOCOOHbBIX
uoenmuguyuposame kax I1gG, maxk u C3 @uxcuposanuvix Ha s3pumpoyumax. Ilpu
NOTYYEHUU NOJONACUMETLHO2O Pe3VIbmama HeoOX00uMo NposedeHue auam3a c
monocneyugpuueckumu anmu-1gG u anmu-C3 cvieopomrxamu.

Hayuenmot ¢ XAB/XAC umerom nonosxcumenvrwiii pezyiomam ¢ anmu-C3 coleopomxoti u
ompuyamenvuviti ¢ aumu-1gG. [lenecoobpasno onpedenenue mumpa Xoa0008biX
A22NIOMUHUHO8 NPU NOLONCUMETTLHOM NPAMOM AHMUSTIOOYIUHOBbIM mecme (NpAMOoll npobe
Kymbca) ¢ aumu-C3 cvieopomkoti (mump awmumen Oonee 1:64 umeem KiuHuueckoe
3HaueHue).

B cnyuae enepevie evisignennou AUIA y Oemeti ¢ 6Hympucocyoucmolm 2emoau3om,
He3a8UCUMO OMm pe3YIbmamos NpaMo20 aAHMUI00YIUH08020 mecma (npsamou npoos
Kymbca) (ompuyamenvnas uiu nonodxcumenvHas), HeOOXO00UMO NpPOBeCMU NOUCK
aymoanmumen /lonama-Jlanowmetinepa.

B nexomopuvix cnyuasx npu AUI'A npsamoti anmuenobynunoguiti mecm (npsamas npooa
Kymbca) mosicem 6vime ompuyamenvrvim (0o 10%). Juacnoz Kymoc-necamusrnou AUTA
Modxcem Obimb YCMAHOBNIEH NPU UCKTIOYEHUU 8CeX OPYeUX HEeUMMYHHO-ONOCPEO0B8AHHBIX
npuyun 2emonuza (mabauya Ne3), a maxoice mpebyem OONOIHUMENbHLIX MECHO8,
Hanpumep ¢ UCNoab308aHUeM MOHOCneyuguieckux coleopomox npomus IgA unu IgM.

Tabauya Ne3. HeummynHvie cemoiumuueckue aHemul.

Bpoowcoennvle cemonumueckue anemuu | - Hacie0CmeeHubill cghepoyumos, 08aI0YUMo3
u opyeue membpanonamuu

- 2emozno0bunonamuu

- (hepmenmonamuu Spumpoyumos

- 6pOXMCOeHHas  OU3dPUMPONOIMUYECKAS

aHemuA
Mexanuueckas cemoiumudecKast | - UCKYCCmeBEHRHble cepdelmbze KiandawHvl,
AaHemus - mapuiesasd 2€M02ﬂ06tupu}l,‘

- UCKYCCMBERHOE Kp06006pawenue.

Temonumuuecxkas anemus ecneocmeue | - MUKpoaHcuonamuveckas anemus

COCYOUCMBIX NOPANHCEHUT
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- mpombomuyeckas mpomooyumoneHu4ecKkas
nypnypa (TTII) cemonumuxo-ypemuyeckuil
cunopom (I'YC munuunsiii u amunuyHwlii)

- OUCCeMUHUPOBAHHOE 8HYMPUCOCYOUCHOE
ceepmuiganue ({BC-cunopom);

- apmepuo8eHo3Hvle MAlbOOPMAYUU.

T'emonumuueckas AHeMU:A, 6blI36AHHAA - 06muprl€ oarcozu

mepmu4ecKum noepeofcdeﬁuem

Temonumuueckas anemusi, 6bl36aAHHAS | - XUMUYECKUE PACMBOPUMENU;
XUMUYECKUMU 8030€LCMBUIMU - MEMUIEeHXI0pUO;

- ceunel;

- MBIUBAK U 8000POO;

- 3MeUunbll 0.

Pexomenayercss Bcem mnamnuentaMm ¢ AWI'A BoimonHeHue o0miero (KJIMHAYECKOTO)
aHaJIM3a MOYH I OLIEHKH (PYHKIIMH MOYEK M JUArHOCTUKH TeMorioounypuu [1, 18, 20,
23, 77].

YpoBenb  yOeaureqabHocTH  pekoMeHaanuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTebCTB — 5)

Pexomennyercst Bcem nanuentaM ¢ AWI'A onpeneneHre OCHOBHBIX I'PYIII 110 CUCTEME
ABO, onpenenenne anturena D cuctemsl Pesyc (pe3yc-dakTop), onpenenenue ¢peHoTUma
no anturenam C, c, E, e, Cw, K, k u onpenenenrne aHTUIPUTPOIIMTAPHBIX AHTUTEIN, TIPU
HAJIUYUU BO3MOXXHOCTH — (EHOTUIUPOBAHUE OHPUTPOILUTOB IO PEAKUM (paKTopam
(ompenencHne (EHOTHUIIA AHTHTEHOB JPUTPONHUTOB cucteMbl MNS, omnpenencHue
(eHOTUNIa AHTUTEHOB OHPUTPOLIUTOB CHCTeMbl Lewis) B CBSI3M C BO3MOXKHOMN
He00X0MMOCTBIO MpoBeieHust reMoTpancdysuu [1, 18, 20-23].

YpoBenb  yOeauteabHocTH  pekomMeHaauumii C  (ypoBeHb  [1I0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

Pexomenayercs Bcem nanuenTam ¢ AVI'A ckpunuHroBoe o0cieioBaHie Ha IEPBUYHBIC
U MpUOOpPETeHHbIE UMMYHHBIE HAPYIIIEHUS: HCCISIOBAaHUE YPOBHS HMMYHOTJIO0yIHHA A
B KPOBH, HCCJIEIOBaHHE YPOBHS UMMYHOIN0OynruHa M B KpOBH, UCCIIEJOBAHUE YPOBHS
uMMyHOTJIOOyTMHAa G B KpPOBH, HCCIEIOBaHUE YPOBHS MaparpoOTEeMHOB B KpPOBH,
UMMYHO(hEHOTUITHPOBaHHE NeprdepruuecKkoit KpOBH VIS BBISIBICHUS CYONOMYJIAIIMOHHOTO

cocraBa JUM(OIUTOB (OCHOBHBIC) (B TOM YHUCIE OINPEACICHHE KOJIMYECTBA JBOWHBIX
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HeraTuBHBIX T-kineTok ¢ penorunom CD3+, CD4-, CDS8-, TCR anwda/berat) [1, 4, 18, 21-
23].

YpoBenb  yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: Ckpunune Ha 8visgienue ocHouwlx npuuur pazeumus AUT'A neobxooum
Kaxicoomy pebeHKy, 0cobeHHo npu debrome 3a001e8anusi 8 panHem gozpacme (00 3-X jem,).
Cnedyem ommemumbv, 4mo UMMYHONO2UYECKUE Mecmbl Jyyule 6ce20 Npo8ooums 00
Hawana ne4eHus.

Ilpu omcymcmeue 603ModCHOCIU UCCTIE008AHUS OBOUHBIX He2amugHvlx T-K1emok
(CKpUHHUHE AyMOUMMYHHO20 Tumgonporugepamurnoco cunopoma, AJIIIC), 603moxuCcHO
onpeoenenue yposHsa sumamuna B12 (yuanokobanamun) 6 kposu (3Ha4uMo nosviuieHn npu
AIIJIC). Ilocnedyrowee, 6onee yznyoneHnoe mecmuposanue, npogOOUMcs No Mepe
Heobxooumocmu.

Pexomenayercss Bcem manumeHtamMm ¢ AWIA  mpoBeneHue  CKpUHUHTA  Ha
PEeBMAaTOJIOTHYECKUE 3a00JICBaHUS: OTIPEIEIICHNE COJIEPKAHUS aHTUTEN K aHTUTEHAM siIpa
knetku u JIHK, ompenenenne conepkanus anturen k JIHK nHaTuBHOMN, MccienoBaHue
ypoBHs C3 (pakiuu KoMIUIeMeHTa, uccieaoBanue ypoHs C4 ¢pakiuu komriemenTa |1,
4,18, 21, 23, 77].

YpoBenb  yOenutenbHocTH  pexkoMennanuii C  (YpoBeHb  /IOCTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5)

Pexomenayerca BcemM mnanueHtaMm ¢ AMI'A  mnpoBeneHWe BUPYCOJOTHYECKOTO
obcnenoBanust: onpenenenue JJHK Bupyca Dniureitna-bapp (Epstein-Barr virus) metogom
[IIIP B mnepudepuueckoii U NYNOBUHHOM KpPOBH KOJMYECTBEHHOE HCCIEIOBAaHUE,
onpeaenenne JHK muromeranosupyca (Cytomegalovirus) wmeromom IIIP B
nepudepuyecKoi 1 MyMOBUHHOW KPOBH, KOJMYECTBEHHOOE UCCIIEIOBAHNE, OTIPEICTICHIE
JJHK mnapBoBupyca B19 (Parvovirus B19) merogom IIIP B mnepudepuueckoit wu
MyTIOBUHHON KPOBH, KOJMYECTBEHHOE MCCIIEIOBAHUE, ONPENICIICHUE aHTHTEN KI1accoB M,
G (IgM, IgG) x Bupycy ummynoaedumuta yenopexka BUU-1 (Human immunodeficiency
virus HIV 1) B xpoBm, ompenenenue antuten kimaccoB M, G (IgM, IgG) k Bupycy
umMmyHoaeduiuta yenoBeka BY-2 (Human immunodeficiency virus HIV 2) B kpoBwu,
onpenencHue anturena (HbsAg) Bupyca remarmra B (Hepatitis B virus) B kpoBu,
onpeneneHue antuTen k Bupycy remarura C (Hepatitis C virus) B kpoBu [1, 4, 18, 21-23].
YpoBenb  yOenutenbHocTH  pexkoMennauuii C  (YpoBeHb  /IOCTOBEPHOCTH

JI0Ka3aTebCTB — 5)
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KommenTapuu: Ilpu nooospenuu na XAC nokasano onpedenerue anmumen kiaccos M,
G (IgM, IgG) x muxoniasme nuesmonuu (Mycoplasma pneumoniae) 6 Kposu, komopwvie

0y0ym yKkazvleamv Ha HEOABHIOW UHPEKYUTO.

2.4 UHCTPYMEHTAJbHbIE JIUATHOCTHYECKHE HCCIET0BAHUSA

Pexomenayercss TpoBeJCHHE YIBTPa3BYKOBOTO UCCIIEOBAHUS OPraHoB OpIOITHON
MOJIOCTU (KOMIUIEKCHOE) C OMpPEIeJICHUEM Pa3MEPOB U CTPYKTYPHI IEUEHU U CEJIE3EHKH,
yJIBTPa3BYKOBOE HccienoBaHue mouek BceM mamueHtam ¢ AUI'A ¢ auarHoctuyeckoit
HENbI0, NI OLEHKH JTUMGOTpOoH(epaTUBHOTO CHHIPOMA, BO3MOXKHOTO BBISIBJICHUS
ouaroB uHdekmuu [1, 4, 18, 21-23].

YpoBenb  yOeaureqabHocTH  pekoMeHaanuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeIbCTB — 5)

Pexomenayercsi Bcem B3pocibiM narueHtam ¢ AUTA, taxke mauuentam ¢ AUTA B
Bo3pacte 10 18 5er ¢ HaauuueM CHUMIITOMATUKU TOPaXXEHHs OPTraHOB JbIXaHUS
MIPOBEJICHUE MPHUIEIBHON PEHTreHOrpaduu OpPraHOB I'PYAHON KIIETKH, a TaKKe JPYTuX
UHCTPYMEHTAIBHBIX METOJIOB HCCIIEJIOBaHUS (KOMIIBIOTEpHAs ToMorpadus opraHos
TPYAHOH MOJIOCTH, MATHUTHO-PE30HACHASI TOMOTpadUsi OPraHOB IPYAHOMN KIETKH ) C IENIBIO
MOMCKA 04aroB NH(EKINH, JUATHOCTUKHN HEOTIACTUUEKUX HIIH JTUMQOnpoudepaTuBHbIX
3aboneBanutii [1, 4, 18, 21-23].

YpoBenb  yOeauteabHocTH  pexkomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

2.5 Nuble TMATHOCTHYECKHE HCCIST0BAHUSA

Pexomenayercsi BceM B3pocibiM nanuentam ¢ AUT'A, a taxke nanuentam ¢ AUT'A B
Bo3pacTe 10 18 jeT B ciiydae Halu4us IBYXPOCTKOBOM HIJIM TPEXPOCTKOBOW IIUTOICHUH,
CTOMKOM PpETUKYJIOLMUTOIICHUH, IIOJO3PCHUM Ha HEOIUIACTUYECKUNM IIPOLECC WU
MHUEJOIUCIUIA3UI0  IOJyYEHUE  LUTOJIOTMYECKOro  Ipernapara MyTeM  I[IyHKIUHU
(cTepHanbHas MYHKLIHUS) M LMUTOJOTMYECKOE MCCIEIOBAHME Ma3Ka KOCTHOIO MO3ra
(MuenorpamMmbl) JUIsl OLEHKH KJIETOYHOTO COCTaBa KOCTHOMO3TOBOTO KPOBETBOPEHUS [4,
18, 22].

YpoBenb  yOenurTeqabHocTH  pekoMeHaanmuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJNbCTB — 5)

Kommentapuu: B muenoepamme npu AUIA obviumo ewiasisemcs eunepniasus
IPUMPOUOHO2O POCMKA C OMCYMCMBUEM UBMEHEHUU CO CMOPOHbL OpY2UX POCHKOS.

Pymtuoe BLINOJIHEHUE KOCMHO-MO03208011 NyHKYyuu (I’lO]lylleHue yumoJsocuiecKkozo
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npenapama KOCMHO20 M032a nymem NyHKYui) ¢ MunuyHvim medenuem «mennosouy AUI'A
y Oemetl He nokazano. Y e3pocivix nayuenmog ¢ AUI'A evinonnenue KocmHo-mo320801u
(nonyuenue yumMoI02UYeCKo20 NPenapama KOCMHO20 M032a Nymem NYHKYUulu) noKa3aHo
8ceM nayueHmam npu nepeudHol OUaeHOCmuKe.

Ilpu  ouacnocmuxe  XAB  obcnedosamue 011 6blIAGICHUS — KIOHAIbHOZO
aumgonponugepamunozo 3a601e6anHuss KOCMHO20 MO32d He ABNAENCs 00A3AMENbHbIM NPU
nocmanoske ouacnosa. OOHako, npu 603MONMCHOCMU, OaHHOe 00cniedosanue Cmoum
npogecmu. Hcciedosanue KoCmHuo2o mo3zea 08 OUASHOCMUKU TUMPOnpoaugepamuno2o
3aboneeanuss makoice 6KIOYAem 6 cebs UMMYHOeHOmunupoganue OUOIO2UYECKO20
mamepuana (KocmHuo2o mo3ea) O/ GblAGNIEHUs MAPKEPO8 2eMOOIaACmMO3068 U NAMo020-
aHamomuieckoe uccieooganue OUONCUUHO20 (ONepayuoHHO20) Mamepuala KOCMHO20
M032a (6 MOM YUCIe C NPUMEHEeHUEeM UMMYHOLUCTOXUMUYECKUX MeMO008).
PexoMeHayeTcsi IpoBeieHHE TEHETUYECKOT0 aHayn3a marnueHTam ¢ neorotom AUTA B
BO3pAacTe 0 3-X JIET, WM IIPU XPOHUUECKOM PEIHIMBUPYIOIIEM TeUEHUH, HEJJOCTATOUHOM
OTBETE HA UMMYHOCYIIPECCHBHYIO TEPAITHIO, COITyTCBYIOIIEM MOPAKEHUH JIPYTUX OPTaHOB
M cucTeM B JIOOOM  BO3pacTeé €  [ETbl0  JUAarHOCTUKA  BPOXKIECHHBIX
3a00JIeBaHUI/CHHAPOMOB. PeKOMEHZI0BaHO TPOBEJACHUE CEKBEHUPOBAHHSIS HOBOTO
nokoneHuss (NGS) — TapreTHble MaHETd WM  IOJHOIK30MHOE/TIOJTHOTEHOMHOE
cexkBeHupoBanue [1, 3, 4, 18].

YpoBenb  yOeaureqabHOCcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeIbLCTB — 5)
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3 JqueHne, BRJIKOYasi MEAUKAMCHTO3ZHY0 U HEMCIUNKAMECHTO3HYIO TEpalluu,
AUETOTEpAlINIO, 066360JII/IB3HI/I6, MEANIMNHCKHUC IOKA3aHUA U

NMPOTUBONIOKA3aHUSA K IPUMEHCHNI0 METOA0B JICICHUA
JleueHue B TaHHBIX KIIMHUYECKUX pEKOMETAIMIX OyAeT KacaThCsl B OCHOBHOM «TETIJIOBOI»
AUNT'A, xak camoil yacTo BCTpedarollelcs (GopMbl Kak y B3pOCHBIX NAIMEHTOB, TaK U B
neauaTpudeckoi npaktuke. Tepanus «xononoBoi» ANI'A ocBenieHa B paMKax BTOPUYHOTO
XAC, Tak kak neppuuHas XAb y nereil He BcTpedaercs. Y B3pOCIBIX MAallMEHTOB — HAPOTHB,

cpenu cimydaeB «xononoBoity AUI'A npeobnanaer XABD.

31 MeaukaMeHTO3Hasl Tepanus

e PexomennoBano BceM manueHtaM AWI'A nHasHauenue rmokokoptukounoB (I'KC).
HauanpHoe sieueHre BKITIOUYAET MepopaibHOE MPUMEHEHNE MpeaHu30I0Ha*™* B mo3e 1-2
MI/KT/CYyT KypcoM 21 neHb, 1M00 BHYTPHBEHHOE BBEACHUE #METHIIIIPETHU30J0HA™*
(mynwc-tepanusi) B mo3e  10-30 mr/kr/cyt (He 6onee 1000 mr/cyT) B TedeHue 3 aHEH, ¢
MOCTIEAYIOUINM MEePEX0A0M Ha IepopaibHbie (OpMBI MPeaHU30I0Ha™** B 103€ 2 MI/KT/CyT
[1, 3,4, 6-8, 18, 20-25].

YpoBenb yOeauteabHocTH  pekoMengaumidi C  (YypoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

KommenTapuu: Obwas npooondcumenvHocms mepanuu npeoOHu3010Hom** ¢ ooze 1-2
me/xe/cym cocmasnsiem 3 Hedenu, oanee HeobX00UMO NOCMENEHHO CHUNCAMb 003, YMoObl
usoescamo  peyuousos. Crudicenue 003bl NpeoOHU3010HA™** ececoa OondcHo ObimMb
MeONeHHbIM (nocmenenHoe CHUdceHue 003bl Koppeaupyem ¢ 0oaee HU3KOU Yacmomou
peyuousos). Cnedyem yuumuoléams nobounvie spgexmol onumenvroco npumerenus I KC
U KOHMPOIUPOBAMb UX.

Ilpu Heo3ModICHOCIU NEPOPANbHO20 Npuema NPeOHU30I0HA™ ™ MOJCHO UCNONIb308aMb
eHympugenHoe esederue.He cnedyem pymunno npumenensms gvicokue 003vl I KC.

Kpumepuu omeema.

- Ilonnwiti omeem (110) — Hopmanuzayus 2emoz2niobuna u Omcymcmeue NpusHaKos
eemonu3a (Hopmanvusii ounupyoun, JIJ[I, canmoenobun, u pemukyioyumaol), omcymcmeue
HeobXxooumocmu 8 mpancy3usx.
- Yacmuuynwiii omeem (4Y0O) — nosviwenue cemoenobuna 6onee yem 20 2/1 om ucxooHo2o
VPOBHSL U omcymcmeue mpanc@ysutl bonee 7 OHell, uiu HOPMAIU3ayus 2emo2ioouna npu
COXPAHeHUU NPUHAKOS 2eMONU3A.

- Omcymcmeue omeema — He8O3MONCHOCb 00CMUYL Kpumepuee onmeenia.
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- Cmepouods3asucumocms - HeoOX00UMOCHb npuema npeonusonona™** ¢ doze oonee 0,2
Me/xe/cym ons coxpaneHus omeemad.

Ilpu omcymcmeue omeema na mepanuto ['KC 6 meuenue 3-x Hedenvb, mepanus
npusnaemcsi HeaghghekmugHoll u mpedyemcs nepexoo Ha Opyaue JTUHUY Mepaniiu.

XAC sensemcss 6mopuyHvlM 3a0071e6aHUEM CEA3AHHBIM C  OAKMEPUATbHbIMU  UTU
BUPYCHBLIMU UHGEKYUAMU y Oemell, Mmakum oOpaszom, mepanus 0CHOBAHA HA KOHMPOJe
OCHOBHO20 3a601e8anus. Heobxooumocms 6 HasHayeHUU MeOUKAMEHMO3HO20 NeYeHUs.
XAC gosnuxaem y mpancgysuonnosasucumvix nayuenmos. Qonaxo npumenenue I'KC 6
MAaKux cumyayusax umeem o4eHb o2paHuyeHnsli sgpgexm (menee 15%).

ITnesmoyucmuas  nHe6MOHUA — AGNAEMCA  NOMEHYUANbHO  ONACHbIM Ol HCUSHU
OCJIOJICHEeHUeM Yy nayueHmos, noayuarowux evicokue 003wl I’ KC (6onee 1 me/xe/cym) 6
meueHue bonee 00H020 Mecsayd.

Ilokazano, umo eorceonesHas 0o3a npeoHuzonona™** >7,5 me/cym 6 meuyenue 6onee 3
Mecsayes npueooUm K Y8eIudueHuio pucka nepeiomos u pazsumuio ocmeonenuu. Iokasano
aoexkeamnoe edxceonegnoe nompebnenue eumamuna D u xaneyus nocpeocmseom ouemul,
eciu 3MO B03MONCHO, UIU 6 6UOe OUOIO2UHEeCKU AKMUBHbIX 000a80K K nuuje, eciu
Heo0xX00UMO.

Yucno ocnodcHeHuti co CmopoHbl 8EPXHUX OMOEN08 HCEeNLYOOUHO-KUUEUHO20 MPaAKma
(KKT) ysenuuusaemcs 6 2,2—4,2 paza y nayuenmos, noayuarouwux I'KC. Tpebyemcs
nayuenmam oaumenvHo npunumaowum [I'KC Haswauenue ammayuoHo2o Jedenus
(Hanpumep, UHSUOUMOPOB NPOMOHHO20 HACOCA).

PexomengoBano Bcem naiuentam ¢ AUT'A, nomydaronum Beicokue 10361 [’ KC (6omee 1
MT/TK/CYT), MpOoHUIaKTHUECKOE Ha3HAYeHNE aHTHOAKTePHUAIEHOTO TIpenapaTa CUCTEMHOTO

neiictBus - ko-TpuMokcason [Cynbshamerokcazon+Tpumeronpum|** [78].

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 5)

PexomenpoBano namentam ¢ AUI'A crapuie 18 net ¢ nenbo KynupoBaHUsi TeMOJIU3a
MPOBEJICHUE  IyJIbC-TEPAIMHA  TJIFOKOKOPTUKOWJIAMH —  METWINPEAHU30JIOH** B
¢ukcupoBannoit go3e 500 Mr B TeueHue 3-X AHEH, C MHTEpPBAIIAMU MEXIY Kypcamu 2-5
THEH [76].

YpoBenb yOeauteabHocTH — pekomenaanuid C  (YypoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

Kommenmapuu: npu OocmudiceHuu cmouxoco 3pgexma uHmMepsanvl  Meicoy

NOCeOYIOUWUMU KYPCaAMU Y8eaudusaomcs 00 7-14 ouetl. dmom eapuaum JieyeHus Xopouio
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nepeHocumcs u oaem MeHvule ocnodxcHenuti xapakmepuvix onsi I'KC, Ho mpebyem
noBMopHbIX 6-8 Kypco8 0151 00CMUNCEHUsL NPOOOIHCUMENLHO2O0 NOJIHO20 OMBemd.
Pexomenayercssi ~ BHYTPUBEHHOE  IPUMEHEHHE  #UMMYHOINOOyJIMHa  YelloBeKa
HOpMabHOTO** (#BBUI**) B no3e 1 r/kr B Teuenne 2-x nHel y manueHToB ¢ AUTA B
Bo3pacte 10 18 JeT CcO CBEPXOCTPHIM IKHU3HEYTPOKAIOIIUM TEeMOJIHM30M  HIIU
HeZocTaTouHbIM 0TBeTOM Ha Tepanuto ' KC B octpoii craguu remonusa [1, 18, 20, 23].
YpoBenb yOeauteqabHocTH  pekomeHaauumii C  (ypoBeHb  [1I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommentapuu: #BBUI'** makowce modxcem Oblmb UCNONL306AH 8 Kadecmee
mepanesmu4ecko2o Memooa, eciu y nayuenma npamas npooa Kymoca ompuyamenvhnas,
00HAKO aHaMHe3 U Opyeue KIUHUKo-1abopamopHvie dannvie ykazviearom na AUT'A. HU3-3a
8bICOKOU CIOUMOCIU U KpAmKospemeHno2o omeema na #BBUT™**, oannwiii 6uo neuenus
DPEOKO peKOMeHOYemcs 8 8U0e MOHOMEPAanuu, yauje 8ce20 8 Kauecmee KOMOUHUPOBAHHO20
neuvenus ¢ I'KC.

Toxazanue onsa npumenenus #BBUT™**: mascenoe meuenue cemonusa ¢ nioXum omeemom
na I'KC; oemu panneco 6o3pacma; conymcmeyiowue msagiceivle UHQDEeKYUOHHble
COCMOSIHUS.

PexoMenayercs npoBeeHue miazmadepesa y naueHtoB ¢ AUI'A B peAKHX cirydasx Ipu
yrpoxaromieit xxu3znu AUT'A, ne orBevaronux Ha ['KC w/umm #BBUT** [1, 18, 20, 22].
YpoBenb  yOenureabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeIbCTB — 5)

Kommentapuu: Ilpoyedoypa nnasmagepesa npu AHIA, onocpedosannoun IgM
(XAC/XAB), oaem nyuwwuii s¢hghexm, uem npu onocpedosarnnoti IgG.

Pexomenayercst nanrentam ¢ AUI'A He 0TBEYaIOIIUM Ha TEPAIUIO MPEAHU30JIOHOM **,
MpyU  HEOOXOAMMOCTH TIpHieMa NpeaHu3ojioHa** B mo3ze Oosee 1 wMr/kr/cyt s
MOAJIEpXKAHUS TPUEMIIEMOM KOHIIEHTpanuu reMoraobuna (6onee 100 1/1m), mpu pa3BUTHH
CTEPOUI3aBUCUMOCTH WJIM TIAIIMEHTaM OTBETHBIIMM Ha MPETHU30JOH™*, HO MMEIOIINM
3HAYUTENbHbIE MO0OYHBIE J((EKThl, MepexoJ Ha Tepanuio BTOPOH JIMHUU —
#putykcumab™** B mo3e 375 mr/mM2 BHYTPHMBEHHO KarelbHO 1 pa3 B HEAEI0, B TCUCHUE 2—
4 wenens [1, 4, 20-27, 32,76, 77].

YpoBenb  yOenurteqabHocTH  pekoMeHgauuii C  (ypoBeHb  [I0CTOBEPHOCTH
J0Ka3aTeJNbCTB — 5)

Kommenrtapumn: IIpu mepanuu I'KC 0o nauana esedenus #pumykcumaba™* ux npuem

cedyem npooodcams 00 mex nop, noka He Oyoem noiyuen omeem Ha #Hpumyxcumao **,
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Komopblii 00bIuHO Obléaem OMCpPoueHHvIM. MuHuManbHoe KOIUYecmeo B88e0eHuUll
Hpumykcumaba™* ons oyenxu omeema — 2 ggedenusi. Cmanoapmuwiii Kypc cocmoum u3 4
ssedenull  excenedenvro. Ilooodeporcusarowas mepanus  Hpumykcumabom**  ne
npeodycmMompena.

IloemopHvie 6sedenusi Hpumykcumaba™** npu pazeumuu peyuousa maxdice ABAAIOMCs
aghpexmusnvimu.

Tepanusi 6 ocnoénom xopouio neperocumcs. K ocumoemuvim nobounvim sghghexmam
Hpumykcumaba™** omuocamca paziuyHOU CMeneHu BblPANCEHHOCMU UHPY3UOHHbLE
peaxkyuu, uHexkyuu, npozpeccupylowjas MmyabmugoKaivHas JeluKodIHyeparonamus,
PeaKkmueayusi BUPYCHO20 2enamuma u MOIHUeHOCHbIl cenamum. [Ipomusonokasanuem K
Hayany mepanuu #pumyxkcumabom** sensiemcs nenevennwvii cenamum B u C.
Bakyunayus donxcna 6vims omaodiceHa 00 MOMeHma 80ccmanosienus B-kiemok nocie
mepanuu.

V' nayuenmoe ¢ XAC/XAB, mpebytowux neuenus, npeonoumumenbHblM 6apUaHmoM
nepeoll IUHUU mepanuu s6semcs MOHomepanus #pumyxcumabom **,

Pexomenayercs mamuentam ¢ AUT'A mocne kypca Tepanuu #putykcuMabom™** mpu
pPa3BUTHH  THIIOTAaMMOTJIOOYJMHEMHUH  BBEJCHHE  WMMYHOIJIOOyJIMHA  YeJoBeKa
HopManibHOro** B 03¢ 0,2 — 0,4 I/Kr WM UMMYHOTJIO0YJIMHA YelloBeKa HOPMaJIbHOro**
JUTSL TIOJJKOYKHOTO BBEICHUS JUIS TOAJEPKAHUS PE3UAyaTbHOTO (HaKaHyHE OYEepEeHOTO
BBeneHus1) ypoBHs [gG > 6 1/71 ¢ nenbio npoduIakTUKN HH(DEKIIMOHHBIX OCIOXKHEeHHH [81-

84].

Yposens yoenureapHocTH pekoMenaanui C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 4)

Pexomenayercst maiueHTam co CTepoUI3aBUCUMBbIMU (popmamu «TeroBoin» AUT'A nns
KyIHPOBaHUS reMojIM3a Tepanus npemnaparom #mukodenonara Mopetun** B HaqanbHOU
no3e 20-30 mr/kr/cytku y nerei u B goze 1000 mr/cytku y B3pocnbix [1, 4, 21-23, 26-
35,79, 80].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (YpoBeHb  10CTOBEPHOCTH
JI0KAa3aTeNbCTB — 4)

Kommenrapuu: #Murxogenonama mogpemun** (#MMD**) npedcmaesnsem cobdot
UMMYHOCYRPECCUSHbLI npenapam, Komopwiti ymenviuaem nponugepayuio T- u B-knemox
nymem UHUOUPOBAHUSA UHOSUHMOHODOCHamoecuopozenazol 6e3  cOnymceyouje2o
yeenuyeHus: pucka UHQeKyuoHHvLx 0crodicHeHull. bvino npodemoncmpuposano, umo smom
npenapam 6e3onacen u 3¢hgexmueen Ons nedeHuss aymouMyHHbIX YUMONEeHUll y oemeil.

#Mukogenonama mopemun** umeem evicoxkyo Ippexmusnocmv npu mepanuu
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cmepouopesucmenmuvix Gopm AULA. Taxoce npenapam s¢ghghekmusen y oemeti npu
«mennosouy AUI'A, cesazannoii ¢ AJIIC unu AJIIIC-nodobHbiMu cunopomamu.

Jeuenue #MM®D** y oemeu nauunaemcs c¢ 0osvr 20-30 me/xe/cym pazdenenuvix Ha 2
npuema nepopanvHo, y 83pociaviX HauyanvHas 003a HMMD** cocmasnsiem 1000 me 6
cymxu. IIpooonscumensnocms mepanuu cocmasisiem MUHUMAIbHO 3 mecaya OJisl OYeHKU
agppexmuenocmu JIeYeHUsl. Ilpu noay4eHuu omeema  peKOMeHOyeMas
NpoOOIHCUMENLHOCb  mepanuu cocmasisem 2 200a ¢ OdibHeuuweld NnoCmeneHHou
omMmeHou 8 meyeHue 6 mecsaeys.

Baowxcno ommemumo, umo #MMD** 0b6viuno umeem omcpoueHHblll omeenm, NOIMOMY €20
HaszHnavenue 00JNCHO COYemamuvcs ¢ nocmenenno cHudxcaroweticsa 0osou I'KC ¢ meuenue
HEeCKOILKUX Hedelb 0l NePBOHAYAIbHO20 KOHmpoas. #MMD** makowce moscem cyscumso
6 Kawecmee noooepoicusaroujeli mepanuu nocie Kypca Hpumykcumadba**, umoowvi
VMEHbUUMb He0OX0OUMOCHIb €20 NOBMOPHO20 88E0EHUS.

K naubonee pacnpocmpanennvim nobounvim dppexmam  HMMD**  omnocamcs
U3BMEHEHUs. CO CMOPOHbL HCENYOOUHO-KUUEeUHO20 mpaKkma (ouapes, mouwiHoma, 0onb &
Jrcusome), a maraice 20108Hast OOb.

PexoMenayercst naruentam ¢ «rerioBoit» AVI'A He umeronuM oTBeta Ha #MMOD**,
nepexoJ Ha Tepanuto #cuponumycom [1, 4, 21, 23, 24, 26, 30, 36, 37].

YpoBenb  y0eauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJNbCTB — 4)

Kommenrtapuu: #Cuponrumyc maswauaemcs 6 0oze 1-3 me/cym, oanee 003a O0NHCHA
KOPpeKmupogamucs 071 ROO0EPAHCAHUS ONMUMATIbHOU KOHYeHmpayuu Hcuponumyca** @
CbIBOPOMKE KPOBU HA yposHe 4—15 ne/mn 6 meuenue ececo nepuooa nevenus. Taxce kax
u #MMD**, Hcuponumyc umeem omcpoyeHHbll OMEen U MOJHCEM CIAYIHCUMb 8 KAuecmee
nooodeparcusalowell mepanuu nocie Kypca unmencuenou mepanuu (gvicoxue 0osvl 1'KC,
Hpumyrkcumo **).

IIpooondcumenvrocms mepanuu MUHUMATLHO 6 Mecayes; Ol NAYUEHMO8, ) KOMOPbIX
Haobaoaemcs omeem, mepanusi NPoOoaxcaemcs 8 meuenue 1,5-2 nem ¢ oanvHeuwum
NOCMeNneHHbIM CHUMCEHUEeM 003bl 6 meyeHue 6 Mecayes.

K nobounvim sghghexmam omuocames yawe 6ceco — MyKo3umvl, paziuinsie uHGexyuu,
nosviulenue NeueHOYHbIX hepMeHmos.

PexoMennyercsi HazHaueHue 1ukiodochamuna*™* narmentam ¢ AUI'A, He OTBETUBIIMM

Ha #purykcumad**, TpeOymuM MOIEPKUBAIOLICH Teparnuu BBICOKUMHU J103aMHU

28



npeaau3oona** (>0,3 mMr/kr/cyT), peuANBUPYIOIINM TeUeHHEM Temonu3a [1, 4, 22, 24,
26, 32, 38].

YpoBenb yOeauTeqbHOCTHM  pekoMeHganuii B (ypoBeHb  [10CTOBEpPHOCTH
JI0Ka3aTeJIbCTB — 5)

Kommepurapuu: [Juxnopochamuo™* npumensemcs npu MHO2UX 3710KAUECBEHHBIX
3a001€8aHUAX, HO MAKHCE WUPOKO UCHONb3YEeMC U NPU JeYeHUU ayMOUMMYHHbIX
3a60n1e6aHull.

Cywecmaytom cxembl nepopaibHO20 npuema HU3Kux 003 (1-2 me/xe x 1 paz 6 denv) uiu
eHympusenno evicoxue 003vl (400 me/m’ x 1 paz 6 3—4 nedenu, 2-3 xypca. Ilpumenenue
8bICOKUX 003 yuxnogochamuoa** onucano 6 0CHOBHOM y B83POCIbIX NAYUEHMO8, NO
npumenenuio e2o 6 nevenuu AUI'A y oemeu umeemcsi HeOOCMAMOYHO OAHHBIX, NOIMOMY
€20 paccmMampusaiom 6 Kawecmee mepanuu mpemvell JUHUU 6 OMOETbHbIX MANCETbLX
cayuasx. bezonacnocms yuknococghamuoa™* y demeti, kak u 1oowix «/JHK-moxcuynvixy
npenapamos, No-npexncHemy, 6bi3vbléaen OnaceHus, 00HaKo Yukiogochamuo™** ece xce
npeonoumumenvhee CHAeHIKMOoMUY OJisl 1edeHUss NaYUueHmos, Komopbvle He Omeeuarom Ha
Hpumyxkcumao **,

Lughnogpocpamuo™* umeem b6onee svipasiceniviii NPOPUIL MOKCULHOCIIU, 0OCODEHHO NPU
HA3HAYeHUU GblCOKUX 003. K nobounvim sAN1eHUs OMHOCAM 2eMOPPaUtecKuti Yucmum,
Muenocynpeccuito, — becniodue U pazeumue  6MOPUYHBIX  3TOKAYECHBEHHbIX
Hogo00pazosanull. Ilayuenmam, nonyuarowum ieverue yukiopocgamuoom™*, credyem
Kadx*coyIo Heoeno KOHMpOIUpo8ams NOKA3amenu Kpogu U coOIo0ams pexcum xopouieu

auopamayuu 8 OHU 88€0eHUs (6HYMPUBEHHO UL NEPOPATILHO) .

3.2 Tepanust X0JI040BOM reMarr’ JIOTHHHHOBOI 00J1e3HH (B3POCJIbIe)

Xonooosass  ecemacemomununosas bonesnv  (xonoooeas AUI'A, xAUIA) umeem
cywecmeennvle namocenemuyeckue omaudusi om AHUI'A ¢ mennosvimu anmumenamu, 4mo
obycnogiueaem pasiuunbie NoOXo0vl K OUACHOCMUKE U JIeYeHUlo 9Mux cocmosHuu. Tak,
xonoooeas AUI'A, necmomps na ceoe nassauue, A611emcs no C80el Cymu 3penroKiemoyHblM
qumgonponugepamunvim  3a001e6anuUeM ¢ HUSKUM  NOMEHYUANOM  3710KAYECMBEHHOCHU.
Xapaxmepnas knonanenas nonynayus B-numpoyumos svisignsemcs npakmuiecku y 6cex 6016HbIX
¢ XAHUIT'A. 3auacmyio, npu xAHUI'A éviasnsemcsa MOHOKIOHANbHASA CEKpeyus napanpomeuna Kiacca
IgM. B omnuuue om mAHUI'A, 20e 6 poau aymoanmumen ooviuno evicmynaiom 1gG, npu xAUT'A
aumumena  npuHaoiexcam Kk  kuaccy IgM, umo  obycirogiusaem  cywecmeeHHbvle

namoceHemuuecKue pasiuyus 8 mexamusmax cemoausa. Tax, IgM npu e3aumooeticmeuu c
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AHMULEHOM CNoCcoOeH 3anycKams KIACCUYeCKUll nymv aKmueayuu cucmemvl KOMHIeMeHmd,
credcmeuem ue2o A6IAemcs He MoNbKo (Pazoyumos ONCOHUSUPOBAHHBIX IPUMPOYUMOS, HO U
nosgieHue 6HYympucocyoucmo2o, KOMNJieMeHm-onocpe0o8anHo2o cemonusa. Takum obpasom, npu
XAUT'A  cywecmgyem couemanue GHYMPUCOCYOUCMO20 U  BHECOCYOUCMO20  2eMONU3A.
Tpeumywecmseennvim mecmom enecocyoucmozo 2emonuza npu xAUI'A sensemcs neyens, umo
onpeodensem HU3KYIO IDGHEKMUBHOCb CHAEHIKMOMUY V Mot epynnsl 00abHbIX. Tepanus
2NIIOKOKOPMUKOUOAMU, KAK NPABUIL0, MAKHiCe A8NAemcs Manodggexmusnol. B amotl cea3u Ha
nepgvitl naan mepanuu XAUI'A evixo0sm npenapamvl, HanpaeieHHvle HA NOOAGIEHUe
namono2uiecKo2o Kiona B-mumgoyumos.

Ilokazanua k wuauany mepanuu npu XxAHUI'A onpedenaiomcs ucxoos u3 HAIudusl
KAUHUYECKUX NpOsGNieHuti u cmenenu anemuu. Taxk, npu omcymcemeuu anemuu Uiy aHemuu 1e2Kot
cmenenu 0e3  OONOIHUMENbHBIX CUMRMOMO8 (AKpoyuawos, cunopom Peiino, sa36eHHO-
Hekpomuueckue uiu mpoguueckue UIMEeHeHUs KOXCU, MPOMOOMUYEcKUe OCIOHCHEHUs) —

oonyckaemcsi maKkmuka OUHAMUYECKO20 HAOI00eHUs 3a NaYueHMamu.

e PexoMeHnayeTcst B3pOCIbIM MAllMEHTaM C YCTaHOBJIEHHBIM AuarHo3oM XAUI'A, Hannunem
nerkoi a"emuu (remorioOuH > 100 ©/m ¥ OTCYTCTBHEM CHMIITOMOB HapyLICHHS
MUKPOLMPKYJIALMN  (AKPOLMAHO3, CUHAPOM PeiiHO, S3BEHHO-HEKPOTHUYECKHE WU
TpopUYECKHE W3MEHEHHS KOXH, TpPOMOOTHYECKHE  OCIOXHEHHS) TPOBOIHTH
JTMHAMHYECKOe HaOmoieHne 0e3 mpuMeHeHus cenuduaeckoit repanuu [67, 68].
YpoBenb yOeaureabHOcTH pexkomenganuii — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJNbCTB — 5)

Kommenmapuii: neobxooumo pexomenooeams nayueHmam uzbezamv npedObl@aHus Ha
xono00e, 3awuwams omxpsvimole yuacmku mena. ConpogooumenbHas mepanus MOJXcem Kiouams
Qonuesyro  xkucromy** u  npogurakmuyeckyro - aHMUKOAZYIAHMHYIO — Mepanuio  no

UHOUBUOYATILHBIM NOKA3AHUSM.

e PexoMenayeTcsi B3pOCIBbIM MAIIMEHTaM C YCTaHOBJIEHHBIM AuarHo3oM XAUI'A B kauecTBe
TEpaIruy MEePBON JTMHUH TPUMEHEHHUE OJTHOM U3 CIEAYIONTUX MTPOrPAMM JICUCHUS:
- #putykcumad** B n03e 375 mr/m? B/B KanenbHo X 1 pa3 B Hezemo (Kypce - 4 negenn) [69].
- #purykcumad** B no3e 375 mr/m? B 1eHb 1, B codeTannu ¢ #0engamycTuaoM** 90 mr/m2
B 1HU 1, 2 (mukn 28 aHei), cymmapHo 4 nukia Tepamnuu [70].
YpoBenn yOenutTedbHOCTH pexkoMenganmuii — C (ypoBeHb I0CTOBEPHOCTH

JI0Ka3aTebCTB — 4)
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Kommenmapuii: 6v160p cxemvl jeuenus ocCyujecmensemcsi UHOUSUOYAlIbHO, HA OCHO8e
OYeHKU KoMopOuonocmu, obujecomamuieckoeo cmamyca u eospacma nayuenma. Kypc c
sKatoueHuem Hoenoamycmuna** obnadaem 6onee 8vicokoll 3¢hghekmusnocmovio, ooHaxo, bonee
MOKCUYEH, 8 C8A3U C YeM OO0JIHCEH PACCMAMPUBAMbC Y MOI00bIX NAYUEHMO8 De3 MAdCenol
conymcmayoujeti namoio2uu.

ObvekxmusHbiMU NApamempamu. OYyeHKU dPGeKkmueHocmu npo8oOUMOl mepanuu Mo2ym
CYHCUMb  NOKaA3amenu 2emMo2io0UHd, KOHYeHmpayus napanpomeunda Cbl8OpOMKU Kpoeu,
nabopamopuvle mapkepvl eemonuza (JIAI, ounupyoun, pemuxynoyumot). Tump x010008blx
AHMUMen MOACEM COXPAHAMbBCS GbICOKUM 8 meyeHue OIUMENbHO20 BPeMEHU U He ompadicaem
aghpexmusrnocmov nposedenroll mepanuu. OyeHKy 3¢hgexmusHocmu yenecoodpasHo nPosoOUNs
He panee yem uepe3 6-12 Hedenb nocie OKOHYaHUs mepanuu Hpumykcumabom™* 6 cesasu ¢ e2o
omcpouenuvim Oeticmsuem. Ilpu omcymemeuu s¢ghpexma yenecoodpazHo nepexooums Ko mopotl

JURUU mepanuu.

e Pexomenayercss B3pOCIBIM MallMEHTaM C YCTAaHOBJCHHBIM auarHozoM XAUWUT'A wu
HAJIMYMEM PE3UCTEHTHOCTH K TE€PAIMU NEePBON IMHUM IPUMEHEHHE OJHOM U3 CIIeAYIOMINX
MpOTrpamMM JICUCHHUS:

- #purykcumad** B n03e 375 mr/m? B 11eHb 1, B codeTanunu ¢ #0eHgaMmycTuHOM** 90 Mr/m2
B aHU 1, 2 (umkn 28 nHel), cymMMmapHO 4 LMKIA Tepanuu (€ciu B KauyecTBE MEPBOM JIMHUU
IIPUMEHSIIaCh MOHOTEpanus #purykcumadom™*) [70]

- #60pTe3omnO** B o3¢ 1,3 Mr/m? noakoxuo B quu 1, 4, 8, 11 (umkin - 21 gens) [71]

- #uOpyTHHHO** 420 MI/CyTKH BHYTPH €KEIHEBHO [72]

- #maparymyma0** 16 mr/kr x 1 pa3 B Henenro (8 BBeaeHuid), qanee 16 mr/kr x 1 pa3 B 2
Henenw (8 BBeneHuit), qanee 16 Mr/kr x 1 pa3 B mecsr [73, 74]

YpoBenb yOeaurteqbHOCTH pekoMmeHaauuii — C (YypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 4)

Kommenmapuii: 6b160p cxembl 6mopou aunuy mepanuu 0Cyuecmensemcs UHOUSUOYAIbHO,
HA OCHO8e OYeHKU KOMOpOUOHocmu u obwecomamuyeckoeo cmamyca nayuenma. Ilpu

omcymemeuu 3¢pghexma — 803MoHceH nepexoo Ha Mepanuio No albMePHAMUBHOU CXeMe.
e Pexomenayercss B3pOCIBIM TMAallMEHTaM C MOATBEPKACHHBbIM auarHozoM xAUT'A u

BBIPA)KCHHBIMU CHUMIITOMaMHM HApYIICHUA MHUKPOUOUPKYJIALIUKW MIPOBOAUTE CCAHCHI

nedeOHoro TIazmMadepesa [67].
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YpoBenb yOeaurTeabHOCTH pexoMenaamuii — C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5)

Kommenmapuii: npu nanuuuu cumnmomos HapyuieHusi MUuKpoyupKyIayuu (aKkpoyuanos,
cunopom  Peiino,  A36enHO-HeKpomuyeckue — uau - mpoguueckue — USMEHeHUs  KOJCU,
mpombomuyecKue OCLOHNCHEHUS) BO3MONCHO NposedeHue 2-4 ceancos neuebHo2o niazmagpepesa
C Yenvio YMeHbULeHUs KOIUYeCmea YUPKYIUPYIOWUX XOL0008bIX 2eMA22IIOMUHUHO8 8 CblBOPOMKE
Kposu. Dghghexm npoyedyp niazmagpepeza a61emcsi 6PeMEeHHbIM, 8 CA3U C UeM, C1e0YIouUM

IMANOM HeoOXo0UMO NPOBOOUMb CUCIEMHYIO UMMYHOCYNPECCUBHYIO MEPAnUio.

e Pexomenayercss B3pOCIBIM MallM€HTaM C YCTAHOBIIEHHBIM JuarHo3oMm xAUI'A, ne
MOJIy4alOIUM  ClleUu(PUUecKyr0  Tepamnuio,  HPOBOAUTH  MPOMUIAKTHUECKYIO
AQHTUKOATYJISHTHYIO TEPalui0 HU3KOMOJIEKYJIAspHbIMU renapuHamu (kogq ATX: BO1AB —
TpyIINa rernapuHa) Wik IpsIMbIMH TIEpOpaIbHBIMU aHTHKOArysiHTamu (kogq ATX: BO1AF
- IpsiMble HHTUOUTOPHI pakTopa Xa [68, 75].

YpoBenb yoOeauteabHocTH pexkoMeHaanmuii — C  (ypoBeHb 10CTOBEPHOCTH
JI0KAa3aTeJNbCTB — 5)

Kommenmapuii: nayuenmor ¢ xAUI'A umerom noevluieHHblll PUCK MPOMOOMUYECKUX
OCNOJICHEHUU, 8 C8A3U C 4eM HeobOX00UMO  paccmampusams  NPOQDUIAKMUYECKYIO
AHMUKOARYTIAHMHYIO  MEPAanulo  y Nayuenmos, KOMOpbiM He NIAHUPYemcs Nnpoeooums
UMMYHOCYNPECCUBHYIO Mepanuro, Uiy y NayueHmos, UMerwux 0onoIHume bHsle pakmopuvl puckd
mpomb0oobpazoeanus (8poxHcOeHHAs MPoMOOPuUIUs, HATuYUe MPOoMOO308 6 aHamueze U Op.).
Cmanoapmuule pedcumsl anmurxoa2yiaumuou npogunakmuxu npu xAUI'A ne onpedenenvi. V
nayuenmos, UMelwux puck KpoBOMeEYeHUll - HeoOX00UMO MWAMeNbHO 636eUlUBaAmb

COONHOUIEeHUE PUCK-NO1b3A NpU NPpUHAMuUYU peuteHus 00 aHmuKOGZyJZ}ZHWZHOIZ mepanuu.

3.2 Xupypruueckoe jJedeHue

e Pexomenayercs mpoBeACHHE CIUICHIKTOMHH MAallUEHTaM C «TerioBoiy AUTA
Ipu OTCYTCTBME OTBETAa Ha MEAMKaMEHTO3Hoe NedeHue (Bbicokue a03bl ['KC,
#putykcumad™*, nukinodochamun**) [1, 4, 20-24, 26, 39, 40].

YpoBenb yOeauteabHocTH  pekomeHgaumii C  (YpoBeHb  JI0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

KommenTapuu: Aymoammumena npu «mennosotiy AHI'A ewizviearom paspyuienue
KIeMmoK NpeuMyuweCmeeHio 6 cele3enke 6 pe3yibmanme 63auMo0eucmesusl Kiemok,

NOKpbiNntblX anmumenamu ¢ cﬁazouumazwu. Cnnenskmomus umeem doms’aHHyro 6blCOK)10,
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HO KPAmMKOBPEMEHHYI0 3(PHEeKMUSHOCMb Y 63POCIbIX nayueHmos ¢ «meniogouy AUILA.
Januvie 0 npumenenuy CNIEHIKMOMUU Y NEOUAMPUIECKUX OOTIbHBIX 02PAHUYEHbL U OYEeHKA
aghghexmusnocmu  O0anno2o 6uda mepanuu wemko He onpedeieHa y Oemet. Ilo
B03MOJNCHOCMU, CNIEHIKMOMUSL He O0NHCHA NPOBOOUMCA Yy Oemell Maaduie 5 iem, u3-3da
bonee BbICOKO20 pPUCKA NOCMCNIIEHIKMOMUYECKO20 CEeNcUucd, 6bl36AHHO20, 21A8HbIM
006pa3oM, NHEBMOKOKKOM U 2eMODUNLHOU NATOYKOI.

THayuenmeui, KOMOpbIM — NIAHUPYEemcs — CNIeHIKMOMUS, 00IHCHBL npoumu
npeoonepayuorHyl0 UMMYHU3ayuto npomuse Streptococcus pneumoniae, Neisseria
meningitidis u Haemophilus influenzae muna b ne menee uem 3a 14 oneul 00 nianootl
ChaeHIKmoMuu unu nocie 14-eo oua nocie cpounou cnaenskmomuu. Kpome moeo, oemu,
nepexecuiue CNieHIKMOMUIO, OOJICHbL NONYYAMb AHMUOUOMUKONPOPDUIAKMUKY 00
docmudiceHus 803pacma 5 1em unu MUHUMANbHO 8 meyeHue 1 200a nocie cnieHIKmomuu,
8He 3A8UCUMOCMU OM 803PACMA NPOBEOEHUsl ONEPAYUU U NPeOoNepayuOHHOU 8AKYUHAYUU.
Cnnewsxmomuss He  NoOKa3aHa  Onsa  JledeHus  BHYMPUCOCYOUCIO20 — 2eMONuU3d,
0NnocpeoosanHo2o KOMNJIeMeHm-aKmusupyouuu anmumenamu, a maxoice
8HECOCYOUCTNOM — 2eMOou3e, ONOCPEeOOBAHHOM KomniemeHmom, max xax CD3b-
ONCOHU3UPOBAHHBIE IPUMPOYUMBL NOMUMO CeNle3eHKU pA3pYUaromecs MmMaxkpogpazamu

nedyeru.

3.4 Uuoe Jeyenue

PexomMeHI0BaHO TPOBEACHUE 3aMECTUTENBHBIX TpPaHCHY3UH SPUTPOLIUTCOACPIKAIINX
KOMITOHEHTOB KpoBHU y marueHToB ¢ AWUTI'A npu Hamu4yuu BBIPAKEHHOTO aHEMUYECKOTO
CHUH/IPOMA, OTCYTCTBUHU aJalTalliy K aHEMHH W/UIU aHEMUU KpalHe-TsDKETOW CTeleHu
(remornobun menee 50 /) [1, 18, 20, 22, 41].

YpoBenb  yOeaureqabHOCTH  pexoMeHgauuid  C  (ypoBeHb  JIOCTOBEPHOCTH
JI0OKA3aTeJIbCTB — 5)

KomMmenTapumu: 3amecmumenvHas — mMpancgysus — nposooumcsi  OOHOPCKUMU
apumpoyumam. ROOOOPAHHLIMU NO 2PYRNeE KPOsU U (henomuny pesyc pakmopa, a maxkice
1O B03MOJCHOCMU NO PeOKUM 2SpYNnam Kposu OJisi UCKTIOUEHUs. OONOJHUMENbHOL
ANIOUMMYHUZAYUU.

Heobxooumo npoeecmu ananus obpazyos Kpoeu nayueHma O1s C80e8PEeMEeHHO20 U
NOJHO20 OnpedeneHUst (heHoOmuUna S3pUMpoYUmMo8 U 6blA8IEHUSI BOZMONCHBIX AIOAHMUME,
mackupyemvlx aymoaumumenamu. ILlenecoobpasno muamenbHoe mMunupoeaHue no

IPUMPOYUMAPHBIM AHMUSEHAM C YebIo YAVYUeHUs I HeKmusHocmu neperueaHusl.
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lloza  Oonopckux — apumpoyumos  noodbupaemcsi  UHOUBUOYATLHO,  NPOBOOUMCS
netikogpunompayus, 8 peoKux cryuasx, ommoviéanue. Ommovléanue SPUmMpoYUmos HOKA3aHo
moavko npu IIXI' Ons yoaneHus OCmMamouHvlX KOAUYeCmeE NIa3Mbl, codepaicauyeli
KOMNJIeMeHM.
B axcmpennvix cnyuanx npu He803MO*CHOCMU Onpedeienuss 2PYNnbl KPO8U N0 HCUZHEHHbIM
NOKA3AHUAM peyunueHmy nepeaugarom spumpoyumcooepircawue xomnornenmor O (1)
2pynnul pesyc-ompuyamensvhsvie 8 Koaudecmese He oonee 500 mn nezagucumo om epynnogou
U pe3yc-npuHaoIeHCHOCMU peyunueHma.
Heobxooumo nposooumv mpancgy3uro MeonreHHo, U moabKo Mo KOJIUHECmB0, KOMopoe
HeoOX00uMo O/ YIVHUEeHUS CUMNMOMO8 2unokcemuu (npubausumenvruo 3-5 Mi/ke Ha
mpancgysuio), umobvl ceecmu K MUHUMYMY OCIONCHEHUS, CBA3AHHbIE C PUCKOM
QALLIOUMMYHHO20 2eMONIU3A.
Ilpu nooospenuu na IXI, XAb/XAC neobxooumo ucnonv3osams nooocpesamens Ois
mpaucgy3uu KOMNOHEHMO8 OOHOPCKOU KPOSU.
Bosmoorcno nposedenue cemompancg)yzuonnoti mepanuu npu Oonee 8blCOKUX yugpax
2eM02NI00UHA Y NAYUEHTNO08 HAX0OAWUXCS 8 YCI0BUAX OMOeNeHUs UHMEHCUBHOU mepanuu
npu U38eCMubIX 3a001€8aHUAX cepOYa UIU NOYEK.

e PexomennoBana BceM nanuentam ¢ AUI'A nononnuTenbHas notanus #QPoaueBoit

KUCIOTHI** B 03e 1 MI/CyT ¢ menbro mpoduiakTiky nedunura Butamuaa B9 [4,
18, 20, 22, 23, 24, 40].

YpoBenb  yoeauTeqabHOCTH pexkomengamuii C  (YypoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJNbCTB — 5)
Kommenrapuu: Donamei, sumamun BI12 u orcenezo HeobxoOumvl 01 npooyKyuu
IpUMPOYUMOos, U NompeOHOCMb 8 HUX B803pacmaem, MAaK KAK 60 6peMs 2eMoNu3d
yeenuyugaemcs gvlpabomia spumpoyumos. I unepgheppumuremus modxrcem Haba00amucs
npu aKmuHOM BHECOCYOUCMOM 2eMONU3e, ma2oa Kax GHYMPUCOCYOUCTbLI 2eMOU3
Modcem npugeecmu K nomepe dxceneza yepes nouku. Mmerwomesa coobwenus o oegpuyume
Gonuesoll Kuciomsl y NAYUEHMO8 ¢ XPOHUYECKOU 2eMONUMUYECKOU aHeMuell pa3IudHOU
amuonozuu. JJonorHumenvbuslll npuem UMamuHos, 8 yacmuocmu #gponuesou kuciomor **

XOpouto nepeHocumcs u WuUpoKo npaKkmuKyenic:.
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4. MeI[I/I]_lI/lHCKaH peaﬁn.lmTaumI H CAHATOPHO-KYPOPTHOE€ JICYCHUC,
MECANIUHCKHUEC NOKa3aHUA ! MIPOTUBONOKA3aHUSA K IPUMECHECHUIO
ME€TOA0B MeIlHHI/IHCKOﬁ peaﬁn.ﬂnTaunn, B TOM YHCJI€¢ OCHOBAHHbBIX Ha
HCIMOJIb30BAHUM NMPHUPOAHBIX Je4eOHbIX (l)aKTOIJOB

e (CounanbHO-peaOuIMTalMOHHAs padoTa U HEMPOIICUXOJOTHYECKasl peaduInTaus
PeKoOMeHI0BaHbI MalueHTaM JeTckoro Bo3pacta ¢ AUI'A ¢ uenpio ymydieHus
KadecTBa ’KU3HU U BO3MOKHOCTH COITMAIBHOM ajanTaiuu B odmecTse [42].

Yposenb yoenurenbHocTu pekomenaannii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
—5)
KommenTapum:

- Bosmoorcnocmo _npebvisanus 6 0peanu308aHHOM KOAIEKMUBe — nayuernmysl 6 cmaouu

pemuccuu, Ha nooodepacusarowei mepanuu MM®D wne umerom oepanuueruii O/

npe6bl€aHMfl 6 0emcKoM KOLieKmuee.

- BozmooicHocmb husuueckux Haepy30K u 3aHAMull CNOPMoM — RAYUeHmMbl ¢ NOJHbIM UTU
YACMUYHBIM OMEEMOM HA Mepanuto, NAYUeHmsl 8 PeMUCCUU HA dIMAane CHUNCeHUs 003bl
I'KC, na noooepocusaroweti mepanuu #MMD** wnu #cuponumycom™* ne umerom
npoOMuUBonoKazanull 01s gusuieckol Haspysku. boree moeo, guzuveckas akmusHocms y
Y MaKux nayueHmos CONps’CeHa ¢ MEeHbUUM PUCKOM OCLONCHEHUll U Oonee ObiCmpbim

B80CCMAHOB/IEHUEM.

5. IlpodunakTuka U JUCIAHCEPHOE HADJIIOIeHN e, MeIMIIUHCKHE TOKA3AHUS H

MNPOTUBONOKA3aHUA K IPUMECHCHUIO METO10B HpO(l)HJIaKTI/IKI/I

e PexomenpoBano BceM mnamnueHtam ¢ AWI'A B Bo3pacte a0 18 ner mnposeneHue
JTUCTIAHCEPHBIX TMPUEMOB (OCMOTPOB, KOHCYJIbTAIIMI) Bpada-lieguarpa IO MeECTy
YKUTEIIbCTBA C IO OLIEHKH COMAaTUYECKOTO COCTOSIHUS peOeHKa, KOHTPOJIS IPOBOIUMOM
TEpany U OCIOXKHEHUH, OLIEHKH 3((HEeKTUBHOCTH Tepanuu [3—6].

YpoBenb  yOeauteabHocTH  pexkomeHaauumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 5)

e [lanmenTam B3pocibiM nanuenTam ¢ AUI'A pekoMeH10BaHO MTPOBECHHE JUCTTAHCEPHBIX
npueMoB (OCMOTpPOB, KOHCYJIbTallMi) Bpada-reMaroJiora C IEeNIbI0 KOHTPOJIS
s dexkTuBHOCTH JIeUeHUS U OLIEHKU cTaryca 3a0oneBanust 1 pa3 B 6 mecsieB. Ha stame
CHUKEHUS JI03bI U OTMEHBI HMMYHO/IEIPECCAHTOB, NMPU HUJIMYUHN TOKCUYHOCTH JICUECHUS —

yamie [3-6].
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YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5)

PexomengoBaHo nccienoBanue o0mero (KJIMHMYECKOT0) aHalIu3a KPOBH, UCCIIET0BAHUS
YPOBHS PETUKYJIOIIMTOB B KpOBU BceM mnanuentam ¢ AVUT'A B ctaguu pemuccuu 1 Ha QoHe
nojyiepkuBatronieit repanuu 1 pa3 B 3 mecsina [3—7].

YpoBenb  yOenurTeqabHOocTH  pekoMeHaanmuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTejIbCTB — 5)

KommenTapuu: npu neobxooumocmu ucciedosanue npogooumcs uvauje (Ha ¢hone
UHGEKYUOHHO20 3a001e8aHUS, YXYOULEHUS CAMOYYBCMBUS).

PexoMeH10BaHO MPOBEICHUE HHCTPYMEHTATBHBIX METO/I0B UCCIIEI0BaHUS (PEruCTpaIins
3IEKPOKapANOTPAaMMBL, YJIbTPA3BYKOBOE HCCIIEIOBAHUE OPraHOB OpIOIIHOM IMOJIOCTH
(KOMIUTEKCHOE) MJIM MarHMTHO-PE30HAHCHAsh TOMOTrpadusi OpraHoB OPIOIIHOW TOJOCTH,
yJIbTPa3BYKOBOE HCCIIEOBAHHE IOYEK, IXOKapauorpadusi, peHTTeHOJECHCUTOMETPHS,
MpUIeNIbHAS PeHTTeHorpadusi OpraHOB IPYJHON KIETKU WIH KOMIBIOTEpHAs ToMorpadus
OpraHoB TpyAHOW mosiocTH) mamueHTam ¢ AWI'A ¢ 1enplo OIeHKH COMaTHYECKOTO
cTaTyca, oOIIEero COCTOSIHUS MallieHTa, HATMYUS WIK OTCYTCTBUS OCIIOKHEHUMN, KOHTPOJIS
OCHOBHOT'O WJIM COMYTCTBYIOIIMX MATOJOTHAX [3—7].

YpoBenb  yOeaureabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeIbCTB — 5)

Kommentapuu:
J Pecucmpayus snempoxapouocpammol — 1 pas 6 200;
. VYapTpa3ByKOBO€ HCCIIEIOBAHUE OPraHOB OpPIOIIHON MOJOCTH (KOMILIEKCHOE),

yJIBTPa3ByKOBOE HCCIIEIOBaHME MOYEK, dXoKapauorpadus — I pas 200,

. Peumeenoencumomempus — 1 paz 6 200, nayuenmam noayuarowux I'KC;

J Ilpuyenvuas penmeenocpagusa 2pyOHOU KIemKU, KOMNbIOMEPHAS MOMOSPAdus.

0p2aHo8 2pYOHOU NONOCIU, MACHUMHO-PE30HAHCHASL MOMO2PAPUsL OP2aHO8 OPIOWHOU NOTOCTNU —

no NOKA3AaAHUAM.

PexoMeH10BaHO ITPOBEACHUE TEPUOINYECKUX AUCIAHCEPHBIX MPUEMOB CHEIUATNCTAMHI
CMEXHBIX creuuanbHocTedl g namueHToB ¢ AUI'A s OueHKM CcOmyTCTBYIOIIEH
MaTOJIOTUH, OCIIO)KHEHUH CBSI3aHHBIX C Tepanuen [3—7].

YpoBenb  yOeaureqabHOCcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommentapun:
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o OUCNAHCepHbILL  npueMm  (ocMomp, — KOHCYIbmayus)  6paia-cmomamosno2a-
mepaneema (UiU OUCNAHCEPHBIU Npuem (ocmMomp, KOHCYIbMAyus) 6pava-cmomamooza-
0emcK020)—no NOKA3aHUAM,

o OUCNAHCEPHbLLL npuem (0CMOmp, KOHCYIbmayus) 8paia-3Hookpunonoza — 1 pas &
200 WU NO NOKA3AHUAM,

. OUCNAHCePHbLLL npuem (0cMomp, KOHCYIbmayus) epava-ogpmanvmonoza — I pas 6
200 UIU NO NOKA3AHUAM,

J OUCNAHCEPHbLLL npuem (0CMOomp, KOHCYIbMAayus) 8pava-eacmpodnemponoea —no
NOKA3AHUAM,

Ilpu manuuuu conymcmeyrowel namono2uu 803MON*CHA 0OoJlee Yyacmas KOHCYIbMAayusl

CReyuanucmos u KOHCyIbmayuu Opy2ux CnyuaibHoOCmel, 8 3a8UCUMOCMU OM NOKA3AHUI.

° PexomenngoBano mnpoBefeHUME BakuuHanuu nanueHtam ¢ AWUI'A B cragum

peMuccuu nocie okonyanus tepanuu [8—10].

YpoBenb  yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KomMmeHnTapuu: npomusonokasanuem 0nsi 6aKyuHayuel HCUusblMu 8aKyUHAMU A61Aemcs

UMMYHOOehuyummnoe cocmosinue, UMMYHOCYNpeccus, 3710KauecmeeHHble

Hogo0Opazosanus. Ilpu 603moxcHOCmMU  cliedyem 3aMEHUMb  JHCUBVIO  BAKYUHY HA

UHAKMUBUPOBAHHYIO. YV Oemell CO 6MOPUUHBIM UMMYHOOCDUYUMOM, CEA3AHHBIM CO

3710Ka4eCmeeHHblMU 3a001e8aHUAMU U (UWIU) UMMYHOCYRpeccuel Npusuaron HcugblMu

BAKYUHAMU NOCle HACMYNIeHUS PeMUCCUU, He paHee YeM Yepe3 3 mecaya no OKOHYaHUU

UMMyHOCynpeccugHou mepanuu. HuakmueuposanHvle 6aKyuHvbl OemsaM CcO B8CeMu

Gopmamu ummyHoOoepuyuma 6600im Kax OObIYHO, Y HUX UYelecO0Opa3HO OYeHUmby

UMMYHHBII Omeem U 88ecmu OONOJIHUMENbHYIO 003V 6AKYUHbL 8 clydae e20 cnabot

8bIPANCEHHOCTU.

Hozou [I'KC, swizvigaroweli ummyHocynpeccuio, seusemcs Oas NpeoOHUu3010Ha **

2 me/xe/cym (unu 20 me/cym ons 0emeti ¢ gecom bonee 10 ke), npunumaemoti 6 meuerue 14

OHell u OoJee; 86edeHUe HCUBBIX 6AKYUH IMUM Oemsim donyckaemcs yepes | mecsy u bonee

nocjie OKOH4aHUs mepanuu.

Bakyunayuio srcusbimu supycHvimMu akyunamu oemeti, NOIYYUSUIUX NPenapamol Kposu,

npPoBOOAM C UHMEPBANAMU, NPUBEOEeHHbIMU 8 mabauye No4.

Tabnuya Ned. Humepsanvl 0ns 66e0€HUsl JCUBLIX BAKYUH NOCIe MpaHcOysuu
KOMNOHEHMO8 KPOSU Ul npenapamos kposu [44]
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IIpenapamul kposu Ho3za Hnmepsan
Ommbimoble a3pumpoyumeol 10 ma/ke 0
IDpumpoyumapHas 636ech
Nletikopedyyupo8aHHas 10 ma/ke 6 mec
Ceeorcesamopoorcennas niasma, 15 mn/ke 6 mec
Konyenmpam mpomboyumos 10 mn/ke 6 mec
(nyIuposanmblii, NOIY4eHHbLI MEMmoOOM
aghepesa)

HmmyHnoznobynrun uenogexa 300—400 8 mec.

HOPpMAbHbIU ** 0151 6HYMPUBEHHO20 Mme/ke 9 mec.

66€0eHUs. 750 me/x2 10 mec.
1000 me/ke 11 mec.
> 1500 me/xe

6. Opranusanus oKka3zaHusi MeIMIUHCKONH MOMOLIHU
IMoxa3anusi AJis NJIAHOBOI rOCHUTATU3AIUN:
1) OGcnenoBaHue ¢ 1eNbI0 MOUCKA TEPBUYHOT0/OCHOBHOTO 3a00JIC€BaHUS;
2) [lonbop Tepamuu ¢ ciaydae HEAOCTAaTOYHOH S(PPPeKTHBHOCTH paHee MTPOBOIHUMOTO
JICUCHUS;
3) AuHaMu4ecKoi KOHTPOJb cTaTryca 3a0o0JjieBaHMsl, OLIEHKA MEPEHOCUMOCTH MPOBOIUMOM
Teparnuu, ¢ LeIbI0 MPOBEICHUS HHCTPYMEHTAIBHBIX METOI0B UCCIICIOBAHMS, T10 TOKA3aHUSIM;
Ioxa3zanusi 1 SIKCTPEHHOI TOCIUTATIN3ALUN:
1) Tsxemast aHeMuUst U/UTU APyTasi ITATOTICHUS;
2) JnutenvHas (eOpunbHas IUXOpaaka, Ha (OHE MPOBEACHUS MMMYHOCYIPECCUBHOMN
Teparnuy;
3) [logo3pennie Ha pa3BUTHE OHKOTEMATOJIOTHYECKON MaTOIOTUH;
IMoka3anusi K BHIMHCKE MAIHEHTA U3 CTALIMOHAPA:
1) Crabunu3anus COCTOSIHHS;
2) OxoHYaHME TIAHOBOT'O 00CIICIOBAHUS;

3) [MoxGop Tepanuu 1 Xopoias NEPEeHOCUMOCTh JICYEHUSI.
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7. JonojHuTeaAbHAsA MHPOpManus (B TOM Yucjie GaKkTopbl, BJUSIOINE HA

HCX0Q 3200/1eBaHUA WJIH COCTOHHI/IH)

Ilockonpky cnoxHble ciaydau «remnoBoi» AWMI'A y nereil vame Bcero cBsi3aHbI C
cugapomamMu uMmmyHHOM mucperyssinun  (AJIIIC, AJIIIC-nonoOHBIE paccTpoiicTBa, Apyrue
BpOJKJIeHbIE JIe(heKThl UMMYHHUTETA), #MMD** 1 #cuponumyc CTaHOBUTCS Tepanuei BIOopa s
JUTUTENTFHOTO JICUEHHS] TAMEHTOB C PEHHMIUBUPYIOIIMMH U CTEPOMI3aBUCHUMBIMH (OopMaMu
3a0oneBanusmMu [37, 45, 46]. Takum o6pa3zom, mnepex HauyanoM JseudeHuss [KC wu
MMMYHOTJIOOYJIMHOM ~YeJOBEKa HOPMAIbHBIM** Ba)KHO TPOBECTH CKPUHUHT OCHOBHBIX
MMMYHOJIOTHYECKHX 3a00JIeBaHUN C MOMOIIBI0 YPOBHEH MMMYHOTJIOOYJIHUHOB, CYOMOIMYJISINN
mumdonutoB u ckpuaHuHATa HAa AJITIC [1]. Jletn ¢ u3MEeHEHHUSIMH, YKA3bIBAIOIIIMMU HA UMMYHHYIO
JTUCPEryJIsiuio, ¢ pa3BuTHeM cunHiapoMma duinepa-OBaHca, Aaxe €CIM T'€HETUYECKUH JedeKT
UMMYHUTETa He ObUI HICHTU(UIMPOBAH, UMEIOT 0ojiee BBICOKHI PHUCK IJIOXOrO OTBETa Ha
TEpanuio U peruanBa. Takue MaueHThl HY)KaIloTcs B 0oJiee TIareapHOM HabmoaeHuH [3].

[TarmenTaMm, y KOTOpBIX HE UMEJIa YCIIeXa CTpaTerus JIEUEHNUs TPETbEW U YeTBEPTOM JIMHUN
MOXET MOTPEeOOBATHCS TPAHCIIAHTAIUSI TEMOIOATHYECKUX CTBOJIOBBIX KieToK (TT'CK), onHako
Takas OSCKajalus Tepanuu peako TpelOyercs mnpu «temioBoity AUIA B menuarpuueckont
MpaKTUKE, 3a HWCKIIOYEHUEM IMalMEeHTOB C BPOXAECHHBIMH JedeKTaMu HMMYHUTETa Kak
paJvKaIbHBIA METO/I JICUEHUSI OCHOBHOTO 3aboneBanus [ 1, 4].

AyTouMMyHHBIH JuMdonpoaudepaTuBubiii cunapom (AJIIIC) — reneruyeckoe
3a0osieBaHre BbI3bIBaOLICE JAE(EKT arnomnTo3a JUMQOLUTOB, XapaKTepU3yeTCs XPOHUUECKOU
HE3JI0Ka4eCTBEHHOU TuMonponudepanueii, CKIOHHOCTbIO K ayTOUMMYHHBIM 3a00JIEBAHUSM U
MOBBIIIEHHBIM pUCKOM Manurauzauuu. AsHomanbHble T-mumdoruter TCRap+CD4-CD8-
(nBOMHBIE HETaTUBHBIE T-ITMM(OIUTHI) SIBISIFOTCS IPU3HAKOM 3a00JI€BaHNUs, U UX OOHAPY’KEHUE B
nepudepruyeckoii KpOBHM HMMEET BaXHOE 3HaYeHHWE MJIs YCTAaHOBJICHUS JuarHosa [47].
XpoHHYECKasi, pelUAUBUPYIOLIasi, MHOTOJIMHEWHAs IIUTOIIEHUS SBISIETCd HaumOOJee YacThbIM
ayrouMmyHHbIM TiposiieHueM AJITIC u Hanbomnee yacThIM MOKa3aHUEM K JiedeHHto. IMMyHHast
uurtonenus, ceszanHas ¢ AJIIC, sBisieTcst XpOHUUECKOU, TOITOMY CIIEIYET 3apaHee pacCCMOTPETh
BOIIPOC O Ha3HAYeHHWH HMMyHojenpecaHTtoB, kpome ['KC [47]. #MMO®** u #cuponumyc
ABISIIOTCS HanOonee n3yyeHHbIMH npeniapatamu pu AJITIC ¢ xopomeit s dexruBHOCTHIO [48].
[Tpu AJITIC cnemyer u3berath Tepanmuu #pUTyKCUMaOOM™* u cruteHdkTOMHH. #PuTykcnumao™*
meHee 3¢ dexruBer nmpu AUTA, ceszannom ¢ AJITIC, o cpaBuenuto ¢ nepsuuanoit AUI'A u 6omee
TOKCHMYEH, TOM YHCJIE€ OTMEYaJloCh Pa3BUTHE AJIUTEIBbHON TMIIOraMMarjioOyJIMHEMHH H3-3a

HeoOpaTumoro uctomieHus B-kiuerok [49].
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Oo6masi BapuadesbHass UMMYHHasi HegocratouHocth (OBUH) npencrasnser coboi
TeTepOTreHHYI0 TpyIIy 3a00JieBaHWM, XapaKTePU3YIOMIMXCS THUIIOTaMMAarioOyIMHEeMUeH,
HU3KUMHU TUTPAMU CIIeNU(PUUECKUX aHTUTEN, MOBBIIIEHHBIM PUCKOM MH(EKIUH U CKIIOHHOCTBIO
KaK K ayTOMMMYHHBIM 3a00JI€BaHHSIM, TaK MU K 3JIOKAYECTBEHHBIM HOBOOOpA30BaHUSIM.
[IpumeuarenbHO, YTO ayTOMMMYHHBIE OCJIOKHEHHSI JUArHOCTUPYETCS 10 MOCTaHOBKHU JIMArHO3a
OBUH y 49% nauuentoB [50]. Knaccuueckuit OBMH cuurtaercss nepBuuHbIM B-KiIeTOUHBIM
3a00eBaHMEM; OJIHAKO CYIIECTBYIOT W KOMOWMHUpOBaHHBIE ciy4dau. #Putykcumad**
oOecrieunBaeT CTOWKHMNA OTBET y 59% MamueHTOB € PE3UCTEHTHOM IUTONEHHEW, MpU ITOM
CYLIECTBYET PHUCK TSDKENbIX  OakrepualbHbIX HHGpekuuii. Opnako 24% y mnanueHTOB,
MOJIy4aBIINX #PUTYKCUMAO**, pa3BUIIUCH TsDKETbIe XOTS OONBIIMHCTBO U3 HUX paHee TepeHeclIn
CIUICHIKTOMHIO WJIM HE ToJydasid 3amectutenbHyto tepanuio BBUI [51]. Tamuentst ¢ OBUH
WM APYTUM COMYTCTBYIOIIUM HMMYHOJC(PHUIIMTOM, KOTOPHIM pacCMaTpHUBAETCs Ha3HAUYCHUE
#putykcumaba™™, noykHbl ObITH MPOUH(DOPMHPOBAHBI 00 MH(EKIMOHHBIX PUCKAX, a YPOBHU
MMMYHOTJIOOYJIMHOB  JOJDKHBI  PETYNSIPHO KOHTPOIUPOBATHCS C LEIbI0 CBOEBPEMEHHOM
3amecTUTeNbHON Tepanuu BBUI'.

C ynydiieHMeM MOHUMAash OCHOBHBIX /1e()EKTOB MMMYHHTETa, CBSI3AHHBIX C Pa3BUTHEM
«remnoBoit» AUI'A, MOsBISIOTCS HOBBIE TapreTHBIE METOABI jJeueHus [52-55]. Tak, MmyTanuu B
reie CTLA4, npuBOAAT K CIOKHOMY CHHIPOMY HWMMYHHOH JIUCPETYJISIIIUM C BBICOKOM
CKJIOHHOCTBIO K ayTOMMMYHHBIM IIUTONEHHUSAM, a TAaKXK€ K ayTOMMMYHHBIM BOCIHAJIUTEIHHbBIM
MOPAKEHUSIM JIETKUX, TOJOBHOIO MO3ra M KUIIEYHHKA [52]. Y mauueHToB ¢ MyTalusiMU B I€HE
LRBA na0Omomaercst cuaapom mumdornponudepanun, AeGeKT TyMOpaaTbHOr0 UMMYHHTETA U
aytoarpeccusi, Takke orMeudaercs noreps Gpyakuuu CTLA4 [53]. DTu naneHThl 4acTo CTPaJIaroT
xpoHuueckuMm peuuauBupyommm teuennem AUT'A u CD3. IMotpebyroTcsi MOMOTHUTEIbHBIC
WCCIIEIOBAHMSI HOBBIX TEPANEeBTHUUYECKUX MOJIXOJO0B IpHU pedpakTEpHOM TEUEHUU «TEILJIOBOM

AUWT'A y nereli ¢ uCNoJIb30BaHUEM TapPTE€THHIX MpenapaTos [1].

Cucremuas kpacHasa Boqyanka (CKB) nexur B ocHoBe 4—-10% ciydaeB «TemiaoBOi»
AUT'A [56, 57]. [lonoxuTtensHas mpsimasi mpoba Kymbca sBisIeTCSl 4acThiO TMAarHOCTHYECKUX
kputepueB CKB, omHako He Bcerja BBI3BIBACT TEMOJUTHYECKYIO aHEMHUI0O WU TpedyeT
cnenuduaeckoro seuenus AWNIA. Tlpu HEoOXOAMMOCTH KOPTUKOCTEPOHUIBI CHCTEMHOTO
JNEUCTBUS SABIIAIOTCA NPEAIIOYTUTENBHOM cTapToBoil Tepanued npu AUI'A, csazannoi ¢ CKB.
HecmoTps Ha Xopowmmi NepBOHAYalbHBIM OTBET, IPUMEPHO y TPETHU MAILIMEHTOB BO3HUKACT
peuuauB [57], moatomy ans neuenuss AULA, cszannoit ¢ CKB, 00bruHO HEOOX0auMBbI Oomee

BBICOKHME JI03bI Wi JuuTenbHbie Kypchl [ KC.
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Bce MeTo b1 Tepanuu BTOpo# JIMHUM, UCTIOIb3yeMble TTpu nnepBuuHoil AUT'A, mpuMeHsitoTcst
u npu CKB. #Putykcumad** 6bu1 apexruBen npu geuennn pedpakrepuoit AUT'A npu CKB y
neteit [58]. HecMoTps Ha pUCK TUTENHHOTO UCTOIICHUS B-KIIeTOK, BEpOSATHOCTh HH(PEKITMOHHBIX
ocJOXHEeHUH okazasncs Hu3kuM [58]. Tepanus #cuponmumycom u #MMO** pedpaxrepasiv Gopm
ayTOMMMYHHOW 1uTONEeHUH, cBa3aHHOW ¢ CKB, 1mo HEMHOro 4YMCIEHHBIM OMUCAHUSM TaKXe
apinsiercs s pexTuBHOH [59, 60, 61].

OtnenpHOTO yMOMHHAHHUS 3aciyXuBaeT «reroBasy AWIA y nereid, cBs3aHHas ¢
ruranTokneroyHsiM rematutoM ([KI'). 3Orto coueranue sBisSeTCSs pPEAKUM, OTACIbHBIM
3a00eBaHMEM, KOTOpPO€ OOBIYHO TMposBIsAeTCS B MmianaeHdecTBe [62]. IlepBoHauanbHBIC
KJIMHUYECKHE U JTaOOpaTOpHBIE JaHHBIE BKIIOYAIOT B ce0s JKENTyXy, renaToCIICHOMETAINI0 U
FeMOJIMTHYECKYI0 aHEMUIO U TIOJIOKUTENbHYIO NpsAMyto poly Kymo6ca. [lpusnaku 3a0oneBanus
[IEYEeHHU, TaKWe KaK XOJIeCTa3 M MOBBbIIMIEHHE aKTHBHOCTH TpaHcdepaz (AJIT/ACT), moryr
CJIEJIOBATh 32 CUMIITOMAMM I'€MOJIM3a B TEUEHUE MEPUO/a OT HECKOJIbKUX JIHEH /10 HECKOJIbKHUX
MmecsueB [63]. Y3U nedyenu He uMeeT crielupUUecKuX OTKIOHEHUH, CepoIornyecKrue TeCThl Ha
BHUPYCHBIE, META0OIMYECKHIE U PACIIPOCTPAHEHHBIC Ay TOMMMYHHBIC TPUYMHBI TeITaTUTA SBIISIOTCS
oTpunatenbHbiMu [64]. J[MarHo3 MOATBEpKIAeTCS TUCTOJIOTMYECKU MPH OUOTICHH TIeUeHH, MpU
KOTOpOH HAONIONAIOTCS BBIPOKEHHBIE W3MEHEHHS AapXHUTEKTYphl IMedeHHu, anpdy3Hyro
TUTAaHTOKJIETOYHYIO TPaHC(HOPMAITUIO U IIEHTPATbHO-TIOPTATBHBIN MOCTOBOH (hrbpo3 [64].

I'KT" ¢ AUT'A nmeeT mioxoi MporHo3, 3aKaH4YMBAIOLIHIICS MOTHUCHOCHBIM IeaTuToM 0e3
arpeccuBHOrO JieueHus [62]. JleueHne Takux MalMeHTOB SIBJISETCS CIOXKHOM 3a/1ayeil, U paHHee
Hayaso JICYEHUS] UMEET pelIarolee 3HaYeHNUe ISl IPEJOTBPALICHUS HEOOpaTUMOM TTEeYeHOYHOM
HenocTtatoyHOCTH [64]. KpoMe Toro, B 3TUX clly4asix MOBBIIIEH PUCK TSKEIBIX U CMEPTEIbHBIX
unpexuii  [65]. Ilpu TI'KD ¢ AWNIA cnonb3yercst JONOJHHUTENbHAS —JAIUTEIbHAS
MMMYHOCYNPECCUBHAs Tepamnus azaTuonpuHoM [64]. YuurtsiBas Tskects KD pu AUT'A, naxe
HECMOTpS. Ha HHU3KYI0 YacTOTy BCTPEYaeMOCTH, (YHKIHMOHAJIbHBIC MPOOBI TEYCHU CIICAYET
MIPOBOJIUTH PETYJIAPHO Kaka0My peOeHKy ¢ nuaraozom AUTA [4].

AWT'A y nereli, BbI3BaHHAs XOJOJOBBIMU arrJIIOTHHUHAMHU, OOBIYHO KPAaTKOBPEMEHHA U
MIPOXOJUT CaMOCTOSITENIbHO. JleueHne B OCHOBHOM MOJICPKHUBAIOIIEE, BKIIOYAs aJeKBATHYIO
rugparanuio u quypes [23]. Jleuenue ocHOBHOM MH(EKIINH, €CIIU 3TO BO3MOXKHO, SBJISIETCS OHOM
n3 ocHOBHBIX 1iesieit Tepanuu mnanueHta ¢ XAC. TKC He »>@dextuBHbl, apyrue
MMMYHO/JICIIPECCAHThI HE TMOKa3aHbl PYTUHHO, a CIUICHAKTOMUS He OyeT 3¢ (deKTUBHA, TaK Kak
reMOJIN3 IPOUCXOAUT MPEUMYIIIECTBEHHO BHYTPUCOCYIUCTO.

[Tpu cmemannoii popme AUTA crnemyet npuaep>KUBaThCsl TAKTUKY BEJICHUS M TEPAIH KaK

nipu «remioBoi» AUTA [1].
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[IXI" mmeer XOpomMH NPOrHO3 IPH JOCTHKEHHWH PEMHUCCHM; OJHAKO OHa 4YacTo
MIPOSIBIISIETCS TSDKEIIOHM M OBICTPO MPOTrpeCcCUpyIoIei aHeMHUeH, KOTOpast MOXKET OBITh OMTACHOM 1St
KHU3HHU. DTO TpeOyeT MOAEePKUBAIOLIEH TepaluH, BKII0Yasi KOHTPOJIb TEMIIEPATyphl TeNa, TOKOMH,
aJICKBaTHYIO THApATAIHiO 1 n30ekaHue BO3AeHcTBUs xooaa [16, 66]. Pemenue o npoBeaeHnn
TEpalMd IPUHUMAETCSl WHIUBUIYaJbHO HAa OCHOBAHMWU KIMHMYECKON KapTUHBI, MOKa3aTelen
o0Ilero aHanms3a KpoOBH M CKOpPOCTH mporpeccupoBanus aHemuu. [IXI' oObrdHO He Tpelyer
nedeHus, onHako HazHadeHne ['KC B pexume nenonapzyeMom npu «remioBoin» AUTI'A nomyctumo
[1].

JIroboe mepBuuHOe 3abosieBaHue, crnocoOcTBytomee passutuio AWNIA, Ttpebyer

COOTBETCTBYIOLIEH Tepanuu noMumo jeuenust AUTA [1].

Kpurepuu oneHKkH KayecTBa MeIMIUHCKOH IMOMOLIHU

Ouenka
Ne Kpurepun kauecrBa BbIINOJIHCHHU S
(1a/uer)
1. |BeimonHeH mpueMm (OCMOTp, KOHCYJIbTAllMs) Bpaya-reMaroliora Ha/ner
[epBUYHBIN (IPH HEOOXOIMMOCTH — TTOBTOPHBIN)
2. |BemonHeH o0l (KITMHUYECKUN) aHaIu3 Pa3BEPHYTHIN C Ha/uer

OLICHKOH Ma3ka rnepudepruieckoil KpoBH, UCCIEOBAaHIE YPOBHS
[PETUKYJIOIMTOB B KPOBU

3. BemoaHeH aHaIMn3 KpOBHU OMOXHMMHYECKHH] Ha/uer
o0IIeTepaneBTHIECKUii C NCCIIeIOBaHIEM YPOBHS 001Iero Oernkal
B KpPOBH, WCCIICIOBAaHHEM YpOBHS albOyMHHAa B KpOBH,
MCCIICIOBAaHUEM YPOBHS MOYCBHHBI B KPOBH, HCCIIEIOBAaHHEM
YPOBHSI KpeaTMHHWHAa B KpPOBH, HCCIIEJOBAaHHEM YPOBHS
CBOOOJTHOTO M CBS3aHHOTO OMJIMPYOHHA B KPOBH, ONPEACICHUEM
AKTHBHOCTH acrapTaTaMHHOTpaHC(epas3bl B KPOBH,
OIlpelelIeHUeM AaKTUBHOCTH  ajlaHWHAMUHOTpaHcdepasbl B
KpPOBH, ONpEICICHUEM AaKTHUBHOCTH JIAKTaTAETHJIPOreHas3bl B
KpOBH, ONpEeeHUEM aKTUBHOCTH WLIENIOYHON (ocdaTtaspl B

KpOBU

4. |BbIMOTHEHBI MPSMON aHTUTIIOOYTMHOBBIN TeCT (TIpsiMast pooda Ha/uer
KymOca) 1 HenpsiMoii aHTUTI00y THHOBBIN TecT (TecT KymbOca)

5. |BBINOJHEHO YJIBTPa3BYKOBOE UCCIIEI0OBAaHUE OPIaHOB OPIOIIHON Ha/uer
M0JI0CTH (KOMITJIEKCHOE)

6. [BpInonHeHO MoTyYeHUe IUTOJIOIMYECKOT0 Mpernapara myTeM Ha/ner

[IyHKIUH (CTepHAJIbHAS YHKIMS) U HUTOJIOTMYECKOE
McCIIeIOBaHME Ma3Ka KOCTHOTO MO3ra (MUEJIOrpaMMbl) BCEM
B3POCJIBIM [TALIMEHTAM M [TALIUEHTaM B Bo3pacTa 10 18 jier B
Clly4ae HaJIMUUs ABYXPOCTKOBOW MJIM TPEXPOCTKOBOM
[UTOTNIEHUN, CTOMKON PETUKYJIOLUTONEHNH, TIOJJO3PEHUH Ha
HEOIUIACTUYECKUN TPOLECC MIIM MUEJIOANCIIIA3UIO

7. |BBIIIOJIHEHO Ha3HAYEHUE IIIIOKOKOPTUKOUIOB BCEM ITALUEHTAM Ha/uer
c «rermnoBoi» Gopmoit AUT'A
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Onenka
Kpurepuun xkavecrBa BBLITIOJTHEHHS
(na/uer)
BrironHeHO Ha3HAYEHUE Tepalluy MepBOM JIMHUM NallUeHTaM C Jla/aet
«x0510710B01» AVT'A nipu HaIM4uMU NMOKa3aHUM
BrirorHeHa KOppEKIKs Teparuu mpu HedPPEKTUBHOCTH Ha/aer
Tepanuu nNepBoi JUHUHU
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IIpunoxenue Al. CocraB padoueill rpynnsl mo paspadorke M mepecMOTpPy

KINHNYCCKHUX peKOMeHI[aIII/Iﬁ

1.

Ky3smunoBa )KanHa AHapeeBHAa — KaHIUAAT MEAMIIMHCKUX HAYK, CTAPIINNA HAYYHBINU
COTPYAHHMK OTJENa ONTHUMH3ALUK JICUCHUS] TeMaTOJIOTHMUYECKHX 3a0oJjieBaHHil (Tpyria
u3ydeHus muenonponudepanuit u anemuii) MHCTUTYTa T€MaToloruu, UMMYHOJIOTUH U
kierounbix TexHosoruit ®I'bY «HMUL[ AI'ON um. [Imutpus PoraueBay Mun3zapasa
Poccun, Bpau-remaronor koncyiabTaTuBHOro otaenenus ®I'bY «HMUL[ AT'OU um.
Hmutpusi PoraueBa» MunzapaBa Poccun, umen Poccuiickoro oOmiecTBa IE€TCKHUX
OHKOJIOT'OB ¥ T€MATOJIOTOB.

Macuan Anekceii AJIeKCAaHAPOBUY — JOKTOP MEIUIIMHCKUX HayK, Mpodeccop, WieH-
koppecnionzieHT PAH, 3amecTuTens reHepanibHOro IupekTtopa, aupekrop HMHctutyTta
reMaToJIOTUH, UMMYHOJOTUM U KJIETOYHBIX TexHosoruii ®I'bY «HMUL[ AI'OU um.
Hvutpus PoraueBay Mun3zapaBa Poccuu, wieH HanuoHaTIbHOTO reMaToioru4eckoro
oOrmiectBa, wieH Poccuiickoro o0miecTBa T1eTCKUX OHKOJIOTOB M T€MaTOIOTOB.
Cveranuna Haraauss CepreeBHa — [OKTOp MEAWIIMHCKHX HayK, mpodeccop,
3aMECTUTENIb  aupekTopa MHCTUTyTa TeMarojoruv, HMMYHOJOTMH U KJIETOYHBIX
texHosoruit ®I'bY «HMUILL ATI'OU um. Imutpus PoraueBa» Munznpasa Poccun, diexn
HanmonansHOTo reMaToa0ru4eckoro o0IiecTsa.

TpaxTman IlaBes EBreHbeBH4Y — JOKTOp MEIMLIHMHCKUX HAayK, JOLEHT, 3aBEAYIOLIHAN
oTJeNeHneM TpaHcdy3uonoruu, 3arotopku u npoueccunra 'CK « HMUL[ AT'OU um.
Hmutpusi PoraueBa» MunzapaBa Poccumn, unen Poccuiickoro o6mecTBa JIETCKUX
OHKOJIOTOB ¥ TeéMaToJIoroB, WwieH Poccuiickoii acconnanuu Tpancdy3nonoron
AOpocuMmoB Anjpeii BopucoBu4, K.M.H., cTapliuil HAYYHbIH COTPYAHUK JJaOOpaTOpuu
(apmakonoruu U OlLEHKU TexHonorui 3npaBooxpaHeHuss OI'bY «HMUL[ AT'OU um.
Jmutpus Porauesa» Munsapasa Poccnu;

Jlykuna Eaena AuekceeBHa, .M.H., Tmpodeccop, 3aBEAYIOMUNA OTICICHUEM
reMaToJIOTHH U XUMHOTepanuu opdanubix 3adonesannii ®PI'bY «HMMUL] remaromorum»
Munznpasa Poccuu;

IBeraeBa Huna BajneHTHHOBHA, K.M.H., BpPau-reMaToJIOr OTACJICHUS FeMATOJOTHUU U
xumuoTepanuu opdanHbix 3a0oneBanuiit PI'BY «HMMUIL remartomorunm» MuH3npasa
Poccun;

IlonomapeB Poaunon BukropoBuY, K.M.H., Bpau-reMaToJIOr OTACJICHUS I'eMaTOJOTHUU U
xumuotepanun oppanubix 3aboneBannii ®I'BY «HMMUL] remaronmormu MuH3IpaBa

Poccun
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9. JlarpimieB Butrammii JMuTpMeBMY, Bpauy-reMarosior, 3aBEAYIOIIUNA  JHEBHBIM
CTAllMOHAPOM TEeMATOJIOTHH JJisi OOJBHBIX C HACICACTBCHHBIMH METa00THYECKUMU

3aboneBanusmu OI'BY «HMMUI] rematonoruny» Mun3apasa Poccun

Bce  umenst  Paboueld  rpymnmbl  MOATBEPIAMJIM  OTCYTCTBHE  (PMHAHCOBOM

MOIICPIKKU/KOH(IINKTAa HHTEPECOB.
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IHpuiaoxenue A2. Metroa0J10rust pa3padOoTKU KIMHHYECKUX PEKOMeH AUl

IleseBasi ayIUTOPHS JAHHBIX KJIHHNYECKHX PEKOMEHIAIMM:

1. Bpay — remaTosor
2. Bpay-IETCKUN OHKOJIOT - FeMaToJI0r
2. Bpau — neguarp

3. Bpad o0mIei mpakThKy (CEMEHHbIN Bpay)

Tabauna 1. Hlkana olieHKH ypoBHEH JO0CTOBEpHOCTH Joka3zarenbeTs (Y /1) ms meromnoB

JIMarHOCTUKH (IMarHOCTUYECKUX BMEIIATEIbCTR)

YA

Pacumdponka

1

Cucremarnueckrue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pedepeHCHBIM METOJO0M WU
CHCTEMAaTUYEeCKU 0030p pPaHAOMH3UPOBAHHBIX KIMHMYECKHX MCCIEIOBAHUN C
IIPUMEHEHUEM METa-aHalIn3a

OTtnenbHBIE UCCIIEOBAHMS C KOHTPOJIEM PEPEPEHCHBIM METOJOM WM OTAEIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE MCCIEOBAHUS M CHUCTEMaTHYeCKHe 0030pbl
UCCNeIOBaHMM  Jr000ro  AM3aiiHa, 3a  HMCKIIOYEHHEM  PaHJIOMU3MPOBAHHBIX
KIIMHUYECKHUX UCCIIEJOBAHUMN, C IPUMEHEHNEM MeTa-aHalnu3a

HccnenoBanus 0e3 IOCIIEAOBATENBHOIO KOHTPOJIS pPE(HEpPEeHCHBIM METOJOM HIIH
UCCIIEIOBaHUsS. € pe(epeHCHbIM METOJIOM, HE SBISIOLMMCS HE3aBUCHUMBIM OT
MCCIJIETyeMOI'0 METO0/1a UM HEPaHIOMU3UPOBAHHbIE CPAaBHUTEJIbHBIE UCCIIEOBAHNUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BaHUS

HeCpaBHI/ITeHBHHC HCCIICA0BAaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasn

Hmeercst mumb 000CHOBaHHE MEXaHHU3Ma HeﬁCTBHH HJIX MHCHHUEC DKCIICPTOB

Ta6auna 2. Illkana oueHkH ypoBHEH 10cTOBepHOCTH foKazaTenbeTs (Y ) s metonoB

HpO(i)I/IJ'IaKTI/IKI/I, JICUCHUA, MeI[HHHHCKOﬁ p€a6I/IJ'II/ITaHI/II/I, B TOM 4YHCJIC OCHOBaHHBIX Ha

UCIOJb30BAHUU  TNPUPOAHBIX  JIe4eOHbIX  (AKTOpPOB  (MPOPUIAKTHUECKHX, JICUEOHBIX,

peadIIINTAIIMOHHBIX BMEIIATEIHCTB)

Y Pacuudgposka

1 Cucremarnueckuii 0630p PKU ¢ npuMeHeHnemM Mera-aHanusa

2 Otnenpabie PKM u cucrematudeckue 0030pbI MCCIICNOBAHMM JHO0OTO au3aiiHa, 3a
uckimouenrem PKU, ¢ npuMeHeHneM MeTa-aHanusa

3 Hepannomu3upoBaHHbIE  CpaBHUTEIBHBIE  WCCIAEAOBAHHWS, B T.4. KOTOPTHBIE
HCCJIEIOBAHUS

4 HecpaBuutenbHble HCClieIOBaHUS, OMIMCAHUE KIMHUYECKOTO CIIydasi MJId CEPUU CIIy4aeB,
WCCTIEIOBAHMS «CITYYali-KOHTPOJIbY

5 Nmeercs numb 000CHOBaHME MEXaHW3Ma JCHCTBUS BMEIIATENIbCTBA (JOKIMHHYECCKUE
MCCIICIOBAHMS ) MJTM MHEHHE DKCIIEPTOB
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Tabdaunma 3. Ilkama oreHku ypoBHeH yOemuTenbHOCTH pexkomeHmanuii (YVYP) s
METOJIOB MPOGUITAKTHKY, TUATHOCTUKHU, JICUCHUS, MEAUIIMHCKOW peadWINTallui, B TOM YHUCIIe
OCHOBAaHHBIX Ha WCIIOIB30BAHUM TPUPOAHBIX JIeUeOHBIX (aKTOPOB (MPOPUIAKTUUECKHUX,
JMArHOCTHYECKUX, JICUSOHBIX, pEaOUITUTAIIMIOHHBIX BMEIIATEIIHCTB)

YYP PacumdpoBka

A CunpHasg pekoMeHIaus (Bce paccMaTpuBaeMble KpUTepuu 3(PQPEKTUBHOCTU
(McXolpl) SIBJISIFOTCS BaKHBIMM, BCE MHCCIEAOBAaHUS HUMEIOT BBICOKOE WM
YZIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOE  KauyecTBO, MX  BBIBOABI 11O
MHTEPECYIOIINM HCX0JaM SIBJISIOTCS COINIACOBAHHBIMHU )
B VYcnoBHas pekomeHaaus (He Bce paccMaTpuBaeMble KpuTepuu 3G peKTuBHOCTH
(McXompl) SBISIOTCS Ba)KHBIMU, HE BCE HCCIIEOBAHUS MMEIOT BBICOKOE MWIIH
YJIOBJIETBOPUTEIBHOE METOA0JIOTHYECKOE KadeCTBO W/WJIM HX BBIBOABI IIO
MHTEPECYIOIIMM UCX0JaM He SIBJISIIOTCS COTJIacOBaHHBIMHU)
C Cnabas pexomeHaanus (OTCYTCTBHE JOKA3aTENILCTB HAJUIEKALIETO KauecTBa (Bce
paccMaTpuBaemMble KpUTepHH 3(PPEKTUBHOCTU (MCXO/IbI) SBISIOTCS HEBAKHBIMH,
BCE MCCIIEIOBAHUS UMEIOT HU3KOE METO0JI0TMYECKOe Ka4eCTBO U X BBIBOJIBI 110
MHTEPECYIOIINM HCX01aM He SIBJISIFOTCS] COITIACOBAaHHBIMHU )

IHopsinox 00HOBJIEHUS KIMHUYECKUX PEKOMEH A,

Mexanu3m  OOHOBJIEHHUSI ~ KIMHUYECKUX  PEKOMEHJAIUMW  MpelycMaTpuBaeT  UX
CUCTEMaTHYECKYI0 aKTyallu3alliio — HE PeKe YeM OJIMH pa3 B TPH I'ojia, a TAKKe MPH MOSBICHUN
HOBBIX JAHHBIX C TMO3UIMHU JOKA3aTeIbHON MEIUIMHBI M0 BOIPOCAM JAMArHOCTUKH, JICUEHUS,
NpopUIAKTUKH W peadWIMTalli  KOHKPETHBIX 3a00JIeBaHWM, HaIUYMH O0OOCHOBAHHBIX

JIONIOJTHeHU/3aMedanuil Kk panee yrBepxka¢HHbIM KP, HO He yamie 1 pa3a B 6 Mecsiies.
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HpI/IJIO)KeHI/Ie A3. CnpaBqume MaTepuaJibl, BRKJIKYasd COOTBETCTBHUE
NMOKAa3aHMil K MNPUMEHECHUIO " leOTHBOIIOKZlCiZlHHﬁ, CIoco0oB NMPUMEHCHUA U
03 JICKAPCTBECHHLIX NpenapaToB, MHCTPYKIMHA IO IPUMECHECHHU IO

JEKAPCTBCHHOIO ITpenmaparTa

Her.
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[pniaoxenne B. Undopmanus nis namueHta
Yto Takoe ayTOMMMYHHAsI TeMOJIUTHYECKAsA aHeMu s ?

AyTtouMMyHHasi remonuTrdeckas anemus (AMI'A) — sto 3aboneBanue, Ipu KOTOPOM
coOCTBeHHass UMMYyHHAasl CHCTEMa OpraHu3Ma OlMO0YHO BhIpabaThIBAE€T aHTUTENA, aTAKYIOIIUE U
paspyliaromnife COOCTBEHHbIE IPUTPOLUTHI MAalMEHTa. DPUTPOLMUTHI MEPEHOCAT KHUCIOPOJ OT
JIETKUX KO BCEM OpraHaM M TKaHsM opranusma. MIx yckopeHHoe paszpyiieHue (reMoin3) TPUBOIUT
K aHEMUU — CHIDKEHUIO KOJIMYECTBA IPUTPOLIMTOB M KOHIIEHTPAIIUY T€MOTJIOONHA B KPOBH.

Kakue ocHOBHbIE CHMIITOMBI AYyTOUMMYHHOH I'eMOJIMUTHYECKO aHeMun?

PazBuTHe reMOJIMTHYECKOH aHEMHH COMPOBOXKIACTCS PAIOM CHMITOMOB, KOTOPBIC
MO3BOJISIOT Bpady 3ar0JJ03pUTh JUAarHO3, K HUM OTHOCSITCS:
OO0mas cnabocTh, OBICTPast yTOMIISIEMOCTh, CHIJKEHHE pab0TOCIIOCOOHOCTH
Oppiiika, yqameHHoe cepanednenne (0coOeHHO Py PU3HUECKON Harpy3Ke);
BiietHOCTh KOKH Y BUTUMBIX CITU3HUCTHIX;
XKenTynrHocTh KOXKH U CKIIEp (KENTHIX IJ1a3) — H3-32 BICBOOOXKICHUS TUTMEHTA
OunupyOnHa NP pa3pylIeHUN IPUTPOLIUTOB;
e [loTremHEeHHME MOYH (I[BETA TEMHOT'O MTMBA» WIIN Yas);
e Bo03MOXHBI TOJIOBOKPYKEHHUE, IIIYM B YIIax.
CHUMITTOMBI MOTYT Pa3BUBATHCS KaK MMOCTEIIEHHO, TAK M OCTPO, B CIy4Yae TeMOJTUTHIECKOTO
kpu3a. [Ipu pe3koM HapacTaHUM CI1a0OCTH, OJBIIIKH, ITOSBICHUN YYaIICHHOTO CEpIcONCHUS B
MOKO€ HeOOXO0IMMO HEMENIEHHO O0PaTUTHCS 32 MEAUIIMHCKOW MTOMOIIBIO.

Kak YCTAaHABJIUBACTCH TUATHO3 ayTOI/IMMyHHOﬁ reMoOJIMTHYECKOH aHeMuu?

JlnarHo3 ayTOMMMYHHOM T€MOJIMTHYECKON aHEMHHM yCTaHABJIMBAET BPauy-reMaroyior Ha
OCHOBAHUHU:

1. O6wero (KJIMHUYECKOr0) aHalIM3a KPOBH, I/I€ BBIABISETCS aHEMHs, HOBBIIIEHHOE
KOJINYECTBO MOJIOJIBIX SPUTPOLUTOB (PETUKYJIOLUTOB) U IPYTHe XapaKTepPHbIC N3MEHECHHS.

2. buoxmMuyeckoro aHaaM3a KpOBH OOIIETEpareBTUYECKOro (TOBBIIMIEHUE YpPOBHSA
OownmpyOuHa, nakraraeruaporenass — JIJIN).

3. O0uiero (KIMHUYECKOT0) aHAIM3a MOYH (IOSIBJICHHE YPOOMINHOTEHA).

4. Ilpsimoro aHTUTI00yJIMHOBOrO TecTa (mpsimas mpoda KymOca) — kitoueBoil aHaius,
MOJATBEPXKJAIOIIMNA HAJIWYME AHTUTEN Ha IIOBEPXHOCTH 3SpUTpouuToB. OH MOXKET OBITh
MIOJIOKUTETILHBIM HE BO BCEX CITydasiX.

5. JlonmomHUTENBHBIX HCCIAENOBaHUM Uil yTouHeHus BapuaHta AUNI'A u nowucka
BO3MOKHOH TIPUYMHBI 3a00J€BAaHUS, MOXET BKJIOYaTh HCCIEIOBaHME KOCTHOTO MO3ra
(uckmouyenue — auMponponudepaTuBHOrO  3a0oJeBaHHUA, CHUCTEMHOTO 3abos1eBaHus
COCIMHUTENILHOW TKAHH U APYTHX 3a00JI€BaHUN).

Kakue npuHUUINBI JIeYeHHs] ayTOMMMYHHOH FeMOJINTHYeCKOi aHeMun?

OcHoBHas nenb gedeHuss AUI'A — nmogaBieHne MaToOJOrMYE€CKOr0 MMMYHHOTO OTBETA,
WHTUOUPOBaHME MPOIAYKIHH aHTUIPUTPOLUTAPHBIX AHTUTEN C MLEIbI0 MPEeIOTBpPAICHHS
JECTPYKLIHUU IPUTPOLIUTOB.

[Ipu TsoKETOW aHeMHH MOTYT TPOBOIUTHCSA TPAHCPY3UU SPUTPOIUTCOIEPIKAIINX
KOMITOHEHTOB KPOBH, XOTsI IIOJI00P COBMECTUMBIX KOMIIOHEHTOB KpoBH nipu AVIT'A crioxeH.

Kakuoii npor1o3 npu ayrToMiMMYHHOH reMOJIMTHYECKOil aHeMun?
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[IporHo3 mpu cBoepeMeHHOW auarHocTuke u JedeHuu AWIA  OGraronpusTHBIN.
CoBpeMeHHbIE BO3MOXKHOCTH MeAuKaMeHTO3HoM Tepamuun AWI'A  mo3BOJSIIOT  JOCTUYB
KyIUPOBAHUS FEMOJIN3a y TOJABIIAIONIET0 YUCia MAllMEHTOB. B CBA3M ¢ HaTuyueM BEpOSTHOCTU
peruanBa 3a00JI€BaHus y MAalUEHTOB, AocTUrinX pemuccuu AUTA, HE0OX0AUMO peryispHOe

AUCITaHCCPHOC Ha6J'IIOIl€HI/Ie BpauOM-IreMaToJIOTOM.
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IMpuioxkenne I'l - I'N. llIkanbl OneHKH, BONPOCHUKHU M JIPyrue OlleHOYHbIe HHCTPYMEHThI

COCTOAHHUA INMALMUECHTA, IPUBCACHHLIC B KIMHUYECCKUX PEKOMECHAALUAX

Her.
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	«Тепловая» аутоиммунная гемолитическая анемия – АИГА, при которой вырабатываются аутоантитела класса IgG (реже IgM, IgA), взаимодействующие с антигенами эритроцитов при  температуре 37 C и не вызывающие активацию комплемента.
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	Холодовой агглютининовый синдром - аутоиммунная гемолитическая анемия с резко положительной прямой пробой Кумбса (прямой антиглобулиновый тест) с анти-C3d (и отрицательный или слабо положительный с анти-IgG) и титром холодных агглютининов 1:64 и выше,...
	Холодовые агглютинины – аутоантитела класса IgM к эритроцитарным антигенам системы I/i.
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	1.1 Определение заболевания или состояния (группы заболеваний или состояний)
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	С этиологической точки зрения АИГА можно разделить на идиопатическую (37%) и вторичную (63%), причем последняя является компонентом или характерным признаком основного заболевания, при котором имеются нарушения иммунной регуляции. К таким заболеваниям...
	Менее частые этиологические факторы включают злокачественные новообразования, предыдущие переливания компонентов крови, трансплантация органов (особенно при использовании препарата такролимус** с целью иммуносупрессии), а также лекарственные препараты...
	Таблица №1. Наиболее распространенные состояния, лежащие в основе АИГА у  детей.
	1.3 Эпидемиология заболевания или состояния (группы заболеваний или состояний)
	АИГА поражает как детское, так и взрослое население. В детском возрасте заболевание встречается редко. Данные литературы содержат информацию из небольших сериях, в основном основанных на лабораторных исследованиях и охватывающих очень небольшое количе...
	1.4 Особенности кодирования заболевания или состояния (группы заболеваний или состояний) по Международной статистической классификации болезней и проблем, связанных со здоровьем
	1.5 Классификация заболевания или состояния (группы заболеваний или состояний)
	Классификация заболевания основана на термических свойствах антител и класса иммуноглобулинов. Классически АИГА делится на «тепловой», «холодовой» и «смешанный» типы.
	«Тепловая» АИГА является наиболее распространенной формой иммунного гемолиза, на долю которой приходится 65-70% случаев [3]. Она характеризуется выработкой высоких концентраций аутоантител класса IgG, в редких случаях обнаруживаются IgA и мономерные I...
	Некоторые антитела обладают способностью активировать систему комплемента с образованием C3b компонента, в свою очередь C3b-опсонизированные эритроциты подвергаются фагоцитозу печеночными макрофагами, несущими C3-рецепторы. IgM очень эффективно активи...
	«Холодовая» АИГА вызвана наличием антител класса IgM. В зависимости от этологии выделают первичную холодовую агглютининовую болезнь (ХАБ) и вторичный холодовой агглютининовый синдром (ХАС) [1].
	Термин ХАБ используется для обозначения хронической аутоиммунной гемолитической анемии, вызванной антителами класса IgM, связывающими эритроциты при низких температурах. ХАБ обычно наблюдается у взрослого населения с клональным лимфопролиферативным за...
	Аутоантитела класса IgM связывают мембранные антигены эритроцитов, как правило, системы I/i при температуре около 4 C, хотя они могут сохранять реактивность до 30 C, что определяется как широкая температурная амплитуда. Температурная амплитуда – это с...
	ХАС ассоциирован в основном с инфекциями. Чаще всего это происходит во время заражения Mycoplasma pneumoniae и вирусом Эпштейна–Барр (ВЭБ), но также может быть связано с другими вирусными инфекциями, такими как цитомегаловирус (ЦМВ), Varicella, Rubell...
	Пароксизмальная холодовая гемоглобинурия (ПХГ) является самой частой формой АИГА у детей. Первоначально она была описана Дресслером в 1854 г. ПХГ исторически описывали как хроническое заболевание у пациентов, страдающих поздним или врожденным сифилисо...
	Подтверждающий тест для ПХГ, определяющий наличие двухфазных антител, был разработан более 100 лет назад Джулиусом Донатом и Карлом Ландштейнером, в честь которых названо патологическое антитело [17]. Антитела Доната-Ландштейнера при ПХГ представляют ...
	Клиническая и лабораторная диагностика ПХГ остается непростой задачей из-за редкости заболевания и сложности методов тестирования. Определение антител Доната-Ландштейнера требует специальной подготовки образцов крови, температуры инкубации и длительно...
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