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Cnncok cokpameHmui

AUYTB — akTUBUPOBAHHOE YACTHUYHOE TPOMOOILIIACTHHOBOE BPEMsI
BI' — 6one3nb ['omre
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TepMuHBI M onIpeaeIeHUA

B-D-riiokonepedposugasa (B-riaroko3naaza) — JIM30COMHBIN (pepMEHT, y4acTBYIOIIUN
B JIerpajialliy IpOAYKTOB KJIETOYHOr0 MeTabonu3ma

Kaerkn I'ome — neperpyxeHHble TUNUIamMu Makpodaru, auamerp okono 70-80 MM,
OBAJILHOHN HJIM TTOJIMTOHAILHOW (YOPMBI C OJIEAHOM MEHUCTOH UTOTIA3MON.

Koa0b1 Jpaenmeiiepa - kon6oo6pa3Has neopmaius JUCTaIbHBIX OT/IEI0B OePEHHBIX
KOCTEH, BBISBIIIEMAst IPH PEHTTeHOTpapuu

JH3UMOAMATHOCTHKA - METOJIbl AUArHOCTUKU OO0JIe3HEH, NATOJIOIMYECKUX COCTOSIHUN U
IPOIIECCOB, OCHOBAHHBIE HA OIPEIEIEHNH aKTHBHOCTH SH3UMOB ((EpMEHTOB) B OMOIOTUYECKUX
KHUAKOCTSAX.

3amecturtesabHasi ¢epmenTHas Tepamusi (enzyme replacement therapy) — wmeron
JIeYEHUs] TeHEeTUYECKUX 3a00JI€BaHNH, ABJISIOIUXCSA PE3yJIbTaTOM OMOXUMHUYECKONW TUCHYHKIUU
BCJIEJICTBHE CHIDKEHHS aKTUBHOCTHU (hEpMEHTA.

CyoOcTpaTpeaynupymomasi Tepanusi — 3TO METOJ JICUCHHUS JIM30COMHBIX O0JIe3HEH
HAKOIJICHUs, HAIpaBJICHHBI HA IOJaBJIEHHUE NMPOIYKIMU CyOcTpara — IroKouepedpo3uaa (B

cimydae 6one3nu ['ome), OTKIIaBIBAIONMIETOCS B IIUTOILIA3ME MaKpodaros.
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1. Kpatkast undgopmanus mo 3a00,1eBAHMI0O WIN COCTOSTHUIO (TpyIme

3a200J1eBAHUI UJIM COCTOSTHHH)

1.1 Onpeanejenne 3a00JeBaAHUA HJIM  COCTOAHMS (Ipynnbl 3a00JeBaAHUNA  HJIH

COCTOSIHMA)

Boaesns I'ome — Hanbonee yactas popma U3 pelKuX HACIEICTBEHHBIX (PepMEHTONATUH,

00BEIMHEHHBIX B TPYMITY JTU30COMHBIX 0OJIE3HEW HAKOTUICHHS

1.2 DTHoJI0rHs ¥ IATOreHe3 3200J1eBaAHNH MJIU COCTOSHUS (TPYIIILI 3200J1€BAHMI N

COCTOSIHM)

B ocHoBe 3a0oneBaHus JIEKHUT HACIEJICTBEHHBIH aepuuutr aktuBHoctH [-D-
riokonepedpo3uasel  (B-rioko3uaassl) — JU30COMHOTO  (epMEHTa, Y4YacTBYIOLIETO B
Jerpagaldd MPOAYKTOB KieTouHOro merabonmsma [1-5]. Bonesup [omre Hacmemyercs 1o
ayTOCOMHO-PEIIECCUBHOMY MeXaHu3My. B ocHoBe 3aboneBanHusi jexxaT Mmyrtanuu rexHa B-D-
TIIOKOLIepeOpo3naa3bl, B XpoMocoMHoW obOmacti 1922 [3,4]. IlpucyTcTBue OualUIENbHBIX
NaTOreHHbIX BapuaHToB reHa GBA compoBo’kaaeTcsi CHUKEHHEM KaTaJIMTHYECKOM aKTHBHOCTHU
TIIIOKOIIEpeOpo3nIa3pl, YTO MPUBOJUT K  HAKOIUICHWIO B  JIU30COMax  Makpogaros
HEYTHJIN3UPOBAHHBIX JINITUIOB U 00Pa30BaHUIO XapaKTEPHbIX KJIETOK HaKoIUIeHus (Ki1eTok 'oie)
— TeperpyKeHHBIX JTUNuAaMu Makpodaros. CieacTBHEM JaHHOTO METaOOJIMYECKOro aedeKTa
SBJISIFOTCSI:

1. XpoHHYECKas akTUBaLUs MaKkpo(araJlbHON CUCTEMBI;
2. AyYTOKpHUHHAsI CTUMYJIALMS MOHOLMTOIO33a U YBEIWYEHUE aOCOIOTHOTO

KOJIMYEeCTBAa Makpo(aroB B MecTaxX «(U3MOIOTHYECKOTO JOMa»: CEJIe3CHKAa, IEYEHb,

KOCTHBIH  MO3T, CJIEJICTBHEM 4YEro SBIAIOTCA CIUICHOMETanus, TrenaroMeranus,

UHQUIBTPALUs KOCTHOTO MO3Ta;

3. Hapymenue peryJIsTOPHbIX GbyHKUMH MakpoQaros, qT0,

IPENOIOKUTENBHO, JIGKUT B OCHOBE IUTONEHUYECKOT'O CUHAPOMA U IOPayKEHHsI KOCTHO-

cycTaBHOM cucTeMbl [4,6].

1.3 DnuaemMuoJoruss 3a00JeBaHNA WJIH COCTOAHNA (rpvonbl 3a00JeBaHM  HUJIH

COCTOSIHMA)

Bbonesns 'ome BcTpewaercs ¢ yactoroit ot 1:40 000 no 1:100 000 y npencraButenei Bcex

STHUYECKUX TPYIII; B MOMYJISAIUU €BpeeB-alllkeHa3n 4acTora 3aboseBanus gocturaet 1:45 [7].
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Pacnipoctpanennocts 6one3nu [Nomre cpeau B3pocioro HaceneHus Poccun B 2019 roy coctaBuia
1: 360 000 [8], pacnpocTpaneHHOCTh 3a0oJeBaHUs cpenu AeTckoro HaceneHus B 2015 romy

cocrasuia 0,32 : 100 000 gerckoro Hacenexus [9].

1.4 Oco0eHHOCTH KOAUPOBAHNSA 32001€BAHUS MJIN COCTOAHNSA (CPVINLI 32001€BAHUI

WIN _COCTOsIHMI) 10 MeXkIYHAPOJHOH CTATHCTHYECKOH KJjaaccupukanum 0OoJie3Held M

npoo0JieM, CBA3AHHBIX CO 3JI0POBLEM

Py6puxa E75.2 — [Ipyrue chuHTONMUTHAO3EI.

1.5 Kaaccudpukanus 3a00/eBAHUS MU _COCTOSIHUA (Tpynnbl 3a00/J€BAHUN _WJIN

COCTOSIHM)

B cootBercTBUM ¢ HanmuyueM uiu oTcyTcTBUeM nopaxenus [IHC u ero oco6eHHOCTAMEI
BBIICJISIOT TpU THNa Oone3nu ['ome:

. TN I — 6e3 HeBpOIOruuecKux MposBICHUI, HauOoJee YacThlii BApUaHT
3abosieBanus1, HaOmoaaercs y 94% nanuentos ¢ BI' [10];

. Tun II (ocTpblii HelipOHONMATHYECKHIT) — BCTPEUAETCA Y JETEH pAHHETO
BO3pacTa, OTJIMYAETCSI IPOrPECCUPYIOIMM TE€YeHHEM M TskenbiM nopaxenuem LHC,
BEJIyIIUM K JIETATbHOMY UCXOY (OOJIBHBIE PEJIKO JTOKUBAIOT JI0 BO3pacTta 2 JIeT);

. Tun Il (xpoHuyeckmii HeiipoHomaTHyeckmii) — oObenuHsieT Oonee
Pa3HOPOJHYIO TPYMNIY IAIMEHTOB, Y KOTOPBIX HEBPOJOTMYECKHE OCIOKHEHHSI MOTYT
IPOSIBIIATHCS KAaK B PAaHHEM, TaK U B IIOJPOCTKOBOM BO3pacTe.

Tun I sBnsiercst Hanbosiee YacThIM KIMHUYECKUM BapuaHToM BI' u BcTpewaercs kak y
nerel, Tak U y B3pocibiXx. CpenHuil Bo3pacT OOJIbHBIX B MOMEHT MaHHU(ecTaluu 3a001eBaHus
cocrtaisieT oT 30 10 40 net. CriekTp KIMHUYECKUX MTPOSBICHUN OYEHB ITUPOKUI: Ha OJTHOM KOHIIE
— «beccumnromubley nanueHTsl (10—25%), Ha nqpyrom — OOJIbHBIE C TSKENIBIM TEUCHHEM:
MacCHBHOM I'enaro- 1 CIUIEHOMeTraauei, riry0okoil aneMuel U TpOMOOIIUTONIEHUEH, BEIPaXKEHHBIM
UCTOIIEHUEM U TSKEIbIMH, YTPOXKAIOUMMH >KU3HH OCJIOXKHEHUSMHU (IeMOopparuu, MH(ApKThI
CEJIE3eHKH, AECTPYKIHS KocTel). B mpomexyTke Mexay STUMHU MOJSPHBIMH KIMHUYECKUMHU
rpynnamMu HaxosTcs OONbHBIE C YMEPEHHOH TemaToCIIEHOMETaIed M MOYTH HOPMAaTbHBIM
COCTaBOM KpOBH, C TIOpaXKEHHUEM KOCTel miu 0e3 Hero. Y JneTeil HaOoaeTcsi OTCTaBaHHUE B
(u3MuecKOM M TIOJIOBOM pPa3BUTHUHU; XapaKTepHa CBoeoOpa3Has TMIEPIUTMEHTAIUs KOMXKHBIX

HIOKPOBOB B 00JIACTH KOJICHHBIX U JIOKTEBBIX CYCTaBOB [7].
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IIpu 00s1e3nu I'ome II TMIA OCHOBHBIE CUMIITOMBI MOSIBIISIOTCA B MEPBbIE 6 MECALICB
xu3HU. Ha paHHuX cTagusx 3a0osieBaHUS OTMEYAIOTCS MBbIIIEYHas THIIOTOHUS, 3aJiepKKa U
perpecc NCUXOMOTOpHOro pasButusd. Ilo mepe mnporpeccupoBaHusi OOJE3HU MOSBISIOTCS
CMACTUYHOCTh C XapaKTEPHOM peTpakuueil men 1 crudaHrueM KOHEYHOCTEH, I1a30ABUraTelIbHbIe
HapylUIeHHs] ¢ pa3BUTHEM CXOJAIIETOCS KOCOTJa3us, JIapUHrocnasM u aucharus. XapakTepHbI
OynbOapHbIe HAPYIIEHUS ¢ YaCThIMU ACHHUPALMSAMHU, IPUBO/IIME K CMEPTH OOJIBHOTO OT alHo?,
aCTIMPAMOHHON MHEBMOHUHM WJIN TUC(QYHKIMHU IBIXaTEIFHOTO IEHTpa TOJIOBHOro Mo3ra. Ha
MO3JHUX CTAIUIX Pa3BUBAIOTCS TOHUKO-KIIOHUYECKHUE CYAOPOKHBIE IPUCTYIIbI, PE3UCTEHTHBIE K
Tepanuu MPOTHBOSIMMIENTHYeCKMMU —mpenapatamMu  [11-13]. 3aloneBaHue TPUBOAUT K
JeTalbHOMY MCXOy Ha IIEPBOM-BTOPOM I'OJly KU3HU peOeHKa.

IIpu 6os1e3au I'ome III TMIAa HeBponOrMYeckre CUMITOMBI BO3HUKAIOT MO3AHEE, Kak
mpaBuwJIo, B Bo3pacte 6—I15 ner. XapakTepHbIM CHMIITOMOM CIIYXKMT [1ape€3 MBI,
WHHEPBUPYEMBIX TJIA30/IBUTATEIbHBIM HEPBOM. MOTYT HaOMIOAAThCS MHUOKIOHHYECKHE U
TFCHEPAIIM30BAHHBIE  TOHHUKO-KJIOHMYECKHUE CYIOPOTH, IHOSIBISIIOTCS M NPOTPECCUPYIOT
SKCTpanUpaMHUIHAs PUTUIHOCTD, CHIDKEHHE MHTEIJUIEKTa, TPU3M, JINLEBbIE TPUMACHI, Auc(arus,
napuHrocnasM. CTENeHb HWHTEIUIEKTYalbHBIX HApyIICHWH BapbUpPYEeT OT HE3HAYUTEIbHBIX
M3MEHEHMH JIMYHOCTH JI0 TSDKEJIOHM AeMeHIMH. MoryT HaOmo1aTbcsl MO3KEUKOBbIE HApYyIICHUS,
paccTpoiicTBa peuH U MHChbMA, NTOBEIEHYECKNE U3MEHEHNUs, SMNU30/bl IIcuxo3a. B GonblmHCTBE
CllyyaeB TeueHHe 3a00JIeBaHUS — MEIUICHHO Iporpeccupytoiee. JletalbHblid UCXO/ HACTyNaeT
BCJIE/ICTBUE TSIKEIOr0 MOPAKEHUS JIETKUX U TedeHu. [IpoJomKUTenbHOCTh )KU3HN TAllUEHTOB C

BI' IIl Tuma mosxket gocturare 12—17 ner, B equHUYHBIX cirydasx — 30—40 ser.

1.6 KiimHnuyeckass KapTHHA 3200J1eBAHNA UJIM COCTOSHUSA (TPyNnbI 3a00J0eBaAHN I MJIH

COCTOSIHMA)

OcHOBHBIE KJIMHUYECKHE MposiBieHUs bl BKIIOUalOT crijieHOMeraiuio, renaToMeraimio,
LHUTONEHUIO U TOPAKEHUE KOCTEH.

CniieHoMera/msi — cejie3eHKa MOXeT ObITh yBennyeHa B 5—S80 pa3 Mo CpaBHEHUIO C
Hopmoii. Ilo mepe mporpeccupoBaHusi CIUIGHOMETIMH B CEJIE3€HKE MOTYT pPa3BHBATHCS
HUH(APKTHI, KOTOPBIE, KaK MPABHIIO, HE HMEIOT KITMHUYECKUX TposiBicHu# [14—16].

I'enmaTomeraymsi — pasmepsl Me4eHn OOBIMHO yBenuunBatoTcs B 2—4 pasa. [lpu Y3U
MOTYT BBISBIISITBCSI OYAroBble MOPA)KEHHs IE€YEHU, KOTOpbIE, MPEINOJOKHUTEIbHO, SBISIOTCS
CIIEICTBUEM UIIeMHUH U GuOpo3a. DYHKIHS MMEYCHH, KaK MPABUJIO, HE CTpagacTt, oqHako y 30—
50%  OonbHBIX OTMEYaeTcss HEOOJbIIOE MOBBIIIEHHE AaKTMBHOCTH  ChIBOPOTOYHBIX

amuHOTpaHchepas, 00buHO He OoJiee ueM B 2 pasa, u3peaka — B 7—S8 pa3 [4,14,15].
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HuTonenuyeckmnii CMHHAPOM - HauOoJiee paHHUM U XapaKTEPHBIM NIPOSBICHUEM CITYKUT
TPOMOOILIMTOIIEHHUS CO CIOHTAaHHBIM [eMOPPAru4ecKuM CHHIPOMOM B BUJIE MIOAKOKHBIX T€MATOM,
KPOBOTOYMBOCTH CJIM3UCTHIX OOO0JIOUYEK WJIU JJIUTEIbHBIMH KpPOBOTEUEHHSIMH I10CIE MAalbIX
ONEpaTUBHBIX BMEIIATENBCTB. B  nanpHelieM pa3BUBAIOTCS aHEMHUS M JIEMKONEHHS C
OTHOCUTEIBHBIM  JIUM(POIIMTO30M H  aOCOJNIIOTHOW HEUTPOTCHHEH, OJHAKO OYEBHUJIHOTO
MOBBIIICHUS YaCTOTHI MH(EKIIMOHHBIX 3a00JICBaHNH y MAIIMEHTOB He Habmoaaetces [4,14,15,17].
Ilopaxenue kocreil BapbUpyeT OT OECCUMITOMHON OCTEONEHHUU M KO10000pa3HOU
nedopmaruy IMCTaIbHBIX OT/IENOB OepEeHHBIX KocTel (Koi0bl Dprnenmeiiepa) 10 Tsxemneiimero
OCTEONopo3a W HIIEMHYECKHUX (AaBACKYJSPHBIX) HEKPO30B C pa3BUTHUEM BTOPUYHBIX
ocTeoapTpo3oB. [lopakeHne KOCTHO-CYCTaBHOM CHCTEMbI MOXET MPOSBIATHCS OCTPHIMH HWIIN
XpPOHUYECKMMH  OOJSIMM, MATOJOTMYECKMMM IE€pPEeIOMAMH U Pa3BUTHEM HEOOPATHMBIX
OpTONEeINYECKUX JAe(EeKTOB, TpPeOYIOIUX ONEPaTUBHOIO JieUeHHs (SHAONPOTE3UPOBAHUS
cycraBoB). Iy geTell 1 MOJIOJIBIX B3POCIBIX XapaKTEPHO Pa3BUTHE, TaK Ha3bIBAEMBIX, KOCTHBIX
KPU30B — 3IM30[0B CHJIBHEHIINX OCCAITUi, CONPOBOXKIAIOMMUXCS JIMXOPATKOH U MECTHBIMHU
OCTPOBOCHAIUTEIbHBIMA CUMITOMAaMHU (OTE€K, MOKPAaCHEHHUE), CUMYJIUPYIOLIMMH KapTUHY
ocreomuenuta. MakTopoM puUCKa pa3BUTHS KOCTHBIX KPU30B U TSXKEIOrO MOPAXKEHHUS KOCTHO-
CYyCTaBHOM  CHCTEMBl  SIBJII€TCS  CIUIEHAOKTOMMS, MpeApacnojiaralomas K  pa3BUTHIO
TUIIEPKOAryJSIMMOHHOTO CHUHAPOMA M HIIEMHUYECKOMY IOPAXKEHUIO KOCTEH (OCTEOHEKPO3bl),
JIe)KaIeMy B OCHOBE KOCTHBIX Kpu30B [4,18,19]. TlopaxkeHne KOCTHO-CYCTABHOW CHUCTEMBI, KaK
MIpaBUJIO, SBJIIETCS OCHOBHOM KJIMHMYecKOM mpobiemoit mpu BI' | Tuma, onpenenser Tsxecth
TeueHUs 3a00JieBaHus U KauecTBO xu3HM maiueHToB [15,20]. V manuentor bI' Il Tuna koctHas
MaTOJIOTUS MPOSIBIIIETCS B BUJIE AepopMaliuii rpyTHON KJIETKU U BBIPAKEHHOTO KU(OCKOIN03a C
HaAJIMYMEM WIIM OTCYTCTBHEM KOCTHBIX 00JIel M KOCTHBIX Kpu3oB [21-23].
Cumnromsbl nopa:xkenusi IHC nabmrogaroTcst TOJIbKO IpH HeMpoHonaTHueckux Tunax bI’
y aereil (tunsl II u III) u Moryt BKIIIOYATh IJa30/BUTATENbHYIO AlPAKCUIO WM CXOJSIIEECs
KOcorja3ue, aTakCUIO, HapyLIeHUs YYBCTBUTEIBHOCTH M MPOrPECCUPYIOLIYIO MOTEPIO
UHTEJUIEKTa, MHOKJIOHHYECKME U TIeHEepaJi30BaHHbIE TOHHMKO-KJIOHUYECKUE CYyJIOpPOrH,
HKCTPAUPAMHUIHYIO PUTUIHOCTD, CHIDKEHHE MHTEIUIEKTA, TPU3M, JIUIEBbIE TPUMACHI, TUC(aruro,
napuHrocnasM. CTeneHb MHTEIJIEKTYAJIbHBIX HapyIIEHUH BapbUpyeT OT HE3HAYUTEIbHBIX
W3MEHEHUN JIMYHOCTU A0 TSDKEIOW JEMEHILIMM, IOBEJICHUYECKUE MU3MEHEHMS, SMU30/bl ICUX03a
[4,15].
IHopaxenue nerkmux Bcrpeuaerca y 1—2% nanuentos, npu bI' | Tuna npu nnurensHoM
OTCYTCTBUH CIELU(PUUECKOT0 JICUECHUs, TPEUMYILECTBEHHO, Y IEPEHECIINX CIUIEHIKTOMUIO, PU

BI' Il u Il TunmoB BHE 3aBHCHMOCTH OT pPa3MEpOB CEJE3CHKH B Je0r0Te 3a0oieBaHus, U
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IIPOSABIIACTCS KAK UHTEPCTULHAIBHOE OPAKEHUE JIETKUX WU IOPAKEHUE JIETOYHBIX COCYIOB C

pa3BUTHEM CUMIITOMOB JIETOYHOU runeprensun [4,15].

2. luarHoctuka 3a001eBaHUs WIN COCTOSTHUSA (rpynnbI 3200/ eBaHU I
WIN COCTOSTHMI), MEIUIUHCKUE TOKA3aHUS U IPOTUBONOKA3AHUA K

NMPUMEHECHHUIO METOA0B NTHATHOCTUKMH

Ilpeosapumenvhoiii.  ouacnos 6onesnu lowe ycmauwaeiueaemcss HA  OCHOBAHUU
XapakmepHou KIUHUYeCKOU KapmuHbvl (CnieHome2anus u/unu eenamomeeanus, 1-3 pocmrosas
YUmonenus, NPUHAKU B0GIeHeHUs. KOCMHO-CYCMABHOU cucmemvl, cMm. pazder 1.6) u
O0OHapYJICeHUsT MHO2OHUCTEHHbIX Klemok lowe 6 yumono2uyeckux u/uiu 2ucmonoSudeckux
npenapamax KocmHoz2o mozea. Oxonuamenvuuiil ouacnos bl sepuguyupyemcsa pesynomamamu
SHZUMOOUACHOCMUKU — —  UCCIe008aHUs  Oema-2nioKoyepeopo3udaszvl  Kiemox Kposu U
Pe3yIbmamam.  MOIEKYIAPHO-eeHemu4ecko2o ucciedosanusi (Komnnexc uccredosanuii 0nst

ouacnocmuxu 6oneznu I'oue), 8biA61510We20 OUANTENLHYIO MYMAYUIO 2EHA 2TIOKOYepedpO3UAaA3bl

(GBA) [4,15].

2.1 ’Kaao00bI 1 aHAMHE3

Pexomennyerest mpu cOope aHaMHe3a U Kallod y BCeX MAIMEHTOB C MOJ03peHHEeM Ha 0O0Jie3Hb
lomre oOpaTuTh BHMMaHWE Ha HaJIWMYUE W BHIPAKEHHOCTh HaWOOJEee pPacIHpOCTPaHEHHBIX
NpOSIBJICHUN 3a00JeBaHUsl C IIENBI0 JAMArHOCTHKH, JU(PQPepeHIHanbHON AUAarHOCTUKUA U
OIpeIeICHUs CTeTIEHH TsDKECTH 3aboneBanus [7,24—-29]:

e ceMeHHBIM aHaMHe3 (HaJW4YMe YCTAaHOBJIIGHHOro JAuartHoza Ooje3Hu [ome wmm
XapaKTepHBIX  CUMITOMOB  3a00J€BaHHMA Yy  POJACTBEHHUKOB), HAallMOHAJIBHOCTh
(pactpocTpaneHHOCTH 0oJie3HH ['o111e BhIIIE B MOMYJISIIIUK €BPEEB allIKeHa3H ),

® CHUMITOMBI aCTEHUU: C€Ia0OCTh, YTOMIISIEMOCTb, HHM3Kasi MEPEHOCUMOCTh (hru3nuecKoi
HarpysKH;

® CHUMITOMBI, aCCOLMMPOBAHHbBIE C HAJIMYUEM TPOMOOLMTONEHUH W/WIM KOATYyJONATHH:
CIIOHTaHHBIM KOYKHO-CIIM3UCTBIM TI'€MOpPParM4ecKuil CHHAPOM, KPOBOTEYEHHUS IOCIE
XUPYPIUYECKUX MM CTOMATOJOTMUECKUX BMEIIATENbCTB;

® CHUMIITOMBI, aCCOUMUPOBAaHHBIE C HAIMYHEM TEMaTOCIUICHOMETAIMU: JKAI0Obl Ha
yBEJIMYEHUE )KUBOTA B 00bEME, TAKECTh B )KUBOTE;

® CHMIITOMBI, aCCOIIMMPOBAHHBIC C MMOPAKEHNEM KOCTHO-CYCTaBHOW CHCTEMBI: CBEICHHS O
KOCTHBIX KpU3aX B aHAMHE3€, HATMYMH NaTOJIOTMYECKUX M1EPEIOMOB, O0JIEBOTO CHHAPOMA

B KOCTAIX M CyCTaBax, HAPYIICHHUA ITOXOAKH,
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CHUMIITOMBI, ACCOLIMMPOBAaHHBbIE C HAJIWYMEM JIETOYHOM TIumnepTeH3un (y OOJIbHBIX,
NEepeHeCHINX CIUIEHIKTOMHIO): OJBIIIKA, YTOMISEMOCTh TpU (PU3NYECKOH Harpyske,
JTUCKOM(OPT B IPyIHON KIIETKE, CHHKOIAIbHBIE COCTOSIHUS;
JAaHHBIC O CIINICHOKTOMHH B aHAMHE3E,
CHUMIITOMBI, aCCOLIMMPOBAHHBIE C MOPAXKEHUEM HEPBHOM crcTeMBI (Y B3POCIIbIX MAIUEHTOB
npu 6one3nu ['ome |1l Tuna): rmasonBurarenpHas anpakcusi, CXOJsIleecs KOCOIIa3ue,
MHOKJIOHUYECKHE u reHepaIN30BaHHbIE TOHHMKO-KJIOHUYECKHE CYIOpPOTH,
OKCTpanrupaMugHas puruiHoCTb.
YpoBenb yoeaurTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

0Ka3aTeJbCTB — 4)

2.2 duzukajabHoe 00cJae10BaHue

PeKOMeH)IyeTCﬂ npu (1)I/I3I/IK2L]'II)HOM HCCJIICAOBAHUHN Yy BCEX MMAIITMCHTOB C ITOJJO3PCHUCM Ha 00JIe3Hb

[Nomre oneHuTh cneayromme GakTopsl C IENbI0 TUArHOCTHKU, TUdPepeHIIHATbHON THAarHOCTHKA

Y ONpe/ieNICHHsI CTeTICHU TsDKeCTH 3a0oneBanus [7,24—29]:

COCTOSIHME NMUTAHMs: MHAEKC Macchl Tena (Juis nmanueHToB ¢ Bl xapakrepeH neduur
MAaccChI TeJa);

Halu4yue  OJNIEAHOCTH  KOXKHBIX ~ ITOKPOBOB,  CIHOHTaHHOIO  KOXKHO-CJIM3HCTOTO
reMOpparu4eckoro CHHAPOMa;

HaJIM4YME M CTETEeHb YBEIMUCHHs Pa3MEepOB CEJIE3CHKH U TEeUeHH, Haluuue pyoua mocne
CIUIEHYKTOMUHU;

NOpakeHHEe KOCTHO-CYCTaBHOM CHCTEMBI: HapylieHHe (OpMbl KOCTEH, JUIMHBI
KOHEYHOCTEM, MOABMKHOCTH CYyCTaBOB, HAJIMUME MECTHBIX CUMIITOMOB BOCHaJIeHUs (Tpu
NOJI03PEHUH Ha KOCTHBIN KpU3);

KJIIMHUYECKHE W ayCKyJbTATHUBHBIE IPU3HAKU JICTOYHOW THUIEPTEH3UU: aKpOLUAHO3,
U3MEHEHHE NAJIBIEB PYK MO TUIY «O0apabaHHBIX MAT0YEK» U HOI'TEBBIX IUIACTUH 110 THITY
«4acoBBIX CTEKO», HaOyXaHue APEMHON BEHBI, aKIeHT U pacuieruienue |l Tona cepana
HaJl JJIETOYHOW apTepUei, IyM TPUKYCIIUAAIBHON HEJOCTATOYHOCTH.

IIPU3HAKU BOBJICYEHUSI HEPBHOW CHUCTEMBI: IJ1a30JBUTATENIbHAS alpaKCus, CXOJsIIeecs
KOCOIJIa3ue, dKCTpamupaMuIHas PUTHIHOCTH (MPpU Moao3peHun Ha Oone3nb [omre |1
THUIIA).

Yposens yoenureabHocTu pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)
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2.3 JIaGopaTopHbIe THATHOCTHYECCKHE HCCAST0BAHUSA

PexoMenayercsi BceM MmanueHTaM ¢ mojo3peHueM Ha bIT ans Bepudukanmm amarsosa
IIPOBEJICHUE:
® DH3UMOJMATHOCTHKHU — UCCIICIOBaHNE OeTa-TIIIOKOIEepeOpo3uaa3bl KiieTok kposu [4,19];
®  MOJIEKYJSPHO-T€HETUYECKOW TuarHocTuku 6osie3nu ['omre — nouck myranuii B rene GBA

(Komruteke uccnenoBanuii 1yt auarnoctuku 6omesuu [Nomre) [4,15].

YposBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)

KomMmeHnTapuu: ucciedosanue bema-2nioxoyepedbposudasvl Kiemox Kpoeu — ouazno3 bl
noomeepHcoaemcs Npu CHUNCEHUU AKMUBHOCU Gepmenma Hudce peghepeHCHbIX 3HAYeHUU.
Cmenenb CHUJICEHUsL AKMUBHOCMU (DEPMEHmMAa He KOoppenupyem ¢ MAHCeCmblo KIUHUYECKUX
nposeieHull U meyeHuem 3a001e6aHusl.

MonekyIspHO-TeHeTHYeCKasl TUarHOCTHKa 0oJe3Hu [omie (komnaexc ucciedosanuii s
ouaenocmuxu donesnu I owe) nozgonsiem eepuguyuposame ouacno3 bl 6 ciyuae eviasneHus
ouanenvbhblx namozennvlx sapuarnmos cena GBA.

Llumonocuueckoe uccredoganue Maska KOCMHO2O0 MO032a (MUELOSPAMMA) U/Uu
YUMOI02U4ecKoe UCCie008anue OMNeyamKko8 mpenaHoduoOnmama KOCmHO20 M032a NO38015Aen
8bIABUMb NAMOSHOMOHUYHbLE 01151 OoNe3HU | Oule MHO20YUCTEeHHbLE MAKPOgazuU, nepezpyiceHHvle
aunuoamu - knemku I owe. OOnako Hanuuue unu omcymcmeue kiemok lowe 6 npenapamax
KOCMHO20 MO32a He AGIAenCsl Kpumepuem noomeepiHcOeHUs Ul UCKTIOYEeHUs. OuacHo3a 60ae3Hu
Towe. H3peoka edunuumble KiemKu ¢ aHaio2udHou mopghonocueii (nceedo-Iowe xiemku)
scmpeyaomcsi npu Opyeux 3a00J1e6aHUsX, CONPOBONCOAIOWUXC NOBLIUEHHOU OecmpyKyuell
KAemOoK, Hanpumep, npu XpOHUYECKOM MUenonelKkose U IUM@bonporu@epamushslx 3a001e6aHUsX
U ompadxcarom nepezpysKy MakpopacanvbHol cucmemvl NPOOYKmMamu 0ecpadayuul Kienok
JetikemMu4ecko2o Kiowa. Bmecme ¢ mem, omcymcemeue xnemox Ioue 6 npenapamax KOCMHO20
MO32a MOJCem Ompaxicams mexHudeckue 0COOeHHOCMU NPueomosieHus. maska. kiemku I owe

JIe2KO  paspyuwlaomess w/uiu npucymcmeylom Ha nepugepuu Maska — 6 30HAX, OObIYHO He
n008ep2aruuxcs nPoCMompy.

y B3POCNIbIX NAYUEHMOoe6 C I’lOdO3p€Hl/l€M na bBI' yumoJiiocuveckKkoe uccnedosanue mMasKka

KOCMHO20 MO032a (]VlueﬂOZPClMMa) u/unu yumaoJjiocudeckoe uccnedoganue OMnNeYamKo8
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MpenaHoouonmama KoCMHO20 MO032a NPOB00AMCA, KAK Npasuno, 00 3SH3UMOOUASHOCTUKU
(uccnedosanus bema-2noKoyepebpo3Udaszvl Kiemox Kpoei) NOCKOIbKY Umeem Yeablo UCKAI0YUMb
OUACHO3 2eM001ACMO3a UTU HEONYX01e8bIX 3A00JIe8aHULI CUCTEMbL KPOBU, XAPAKMEPUIYIOUJUXCSL
CXOOHOU  KIUHUYECKOU  CUMAMOMAMUKOU  (cenamocnieHomezanus U  YUmoneHus) U
sCmMpeuaruuxcs 6 oowel NonyIayuU Hacelenus 2opasoo yawe, yem Bl Y oemeu, nanpomus,
OonesHeHHOe UCCIe008anue KOCMHO20 MO32d Ueleco0OpasHo Nposooums moabKO Nocje
NONYYeHUs  pe3ylIbmamos SH3UMOOUACHOCMUKY, — BbIABUSUIUX — HOPMATbHYIO  AKMUBHOCHb
2noKoyepedpo3uUdasbl U, MaKum oopazom, uckirouuswux ouacnos bI, yuacmoma xomopoii &

O0emcKoul nonyiayuu evlute, yem yacmoma cemodaacmosog [30].

Pexomenayercsi: mpoBeieHNE BCEM NAIMEHTaM C BIIEPBbIE YCTAHOBJIEHHBIM AuarHo3oM bI' miis
onpezaeneHus: creneHu TsokecTH BT M BBISIBICHHS COMYTCTBYIOIIEH MATOJOTHH, BIMSIONICH Ha
XapakTep KIMHUYECKUX TMPOSIBJICHUNM U TsDKeCTh TeueHus b, crenyrommx pyTHHHBIX
HUCCIIEJOBAHUN:
e 0o0mWMii (KIMHIUYECKUI ) aHATIM3 KPOBH, pa3BepHyThIi [15,16,31];
YpoBenb yOeaurenbHocTH  pekoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeIbCTB — 3)

e 0o0mwmii (KIMHIYECKUi ) aHamu3 Moun [32—35];
YpoBenb yOeaurTenbHocTH  pekoMenaamuii  C  (ypoBeHb  JIOCTOBEPHOCTH
J0Ka3aTeIbCTB — 3)
® aHajM3 KPOBH OMOXMMHUYECKHI 00IIeTepaneBTUIECKUA:

O WCCIIeIOBaHUE YPOBHSI 00mIero OunupyOMHA B KPOBH, HCCIEAOBAHHE YPOBHS
OunpyOuHa CBsA3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH, MCCIICJIOBAHUE YPOBHS
OomnpyorHa CcBOOOAHOTO (HEKOHBIOTMPOBAHHOIO), OIPEICIICHUE AKTUBHOCTH
ramMMa-riIroTaMuiITpancdepasbl B KPOBHU, OIPEICIICHUE aKTUBHOCTU IICJIOYHOMN
doctaTassl B KpoBH C IEIbI0 HMCKIIOYEHHS CHHApPOMa Xollectaza Ha (oHe
cnenuduyeckoil nHGUIBTpaAMK TeucHH pu 6ose3un ['omre [36]

O oIpeJelieHue aKTHMBHOCTH aclapraTaMuHOTpaHc(hepassl B KPOBH, OIpEesiCHHE
AKTUBHOCTH aJJaHMHAMUHOTpaHC(epa3bl B KPOBH, ONpEACICHHE aKTHBHOCTH
JAKTATAECTUAPOTEHA3bI B KPOBH JIJISl UCKITFOYCHHS ITUTOIUTHYECKOTO CHHAPOMA Ha
dbone crerubpudeckoit HHGUIBTPALUHU TedeHn npu O6onesnu [ome [36,37];

O WHCCcIeI0oBaHKEe YPOBHS 001Iero Oenka B KPOBH, UCCIIEAOBAaHIE YPOBHS albOyMHHA

B KPOBH, OTIPEJICIICHHE aTbOYMHH/TIO0YJIMHOBOTO COOTHOIIICHUSI B KPOBH C TIEJIBIO
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WCKITIOUYCHMSI HApyIICHUS OCJIKOBO-CHHTETHYECKOW (PYHKIIMU TeueHHW Ha (oHe
crienuduyeckoit nHPUIbTpanuu npu oonesnu ['ome [36];

O WCCIEeNOBAaHWE YPOBHS XOJIECTEPHHA B  KPOBH, HCCIICAOBAHHE YpPOBHS
TPUTJIMLEPUIIOB B KPOBH, HCCIEIOBAHUE YPOBHS XOJIECTEpUHA JUIONPOTEHHOB
HU3KOH IJIOTHOCTH B KPOBH, UCCIICIOBAHUE YPOBHS XOJIECTEPUHA JTUIIOIPOTEHHOB
BBICOKOW IUIOTHOCTH B KPOBH C LENbIO HMCKIIOYEHHS HapYyIIEHUS JIMIUIAHOTO
oOMeHa, KaK OTpakeHHs akTUBHOCTH Oone3nu ['ome [38—41];

O WUCCIelOBaHWE YPOBHS TIJIIOKO3bI B KPOBM C  LENbIO  HCKIIIOYEHHS

WHCYJMHOPE3UCTEHTHOCTH U caxapHoro auadera [41]

YposeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)

WCCIICZIOBAaHUE YPOBHS JKeJie3a ChIBOPOTKU KPOBHU, MCCICIOBAaHHE JKEJIE30CBA3BIBAIOIICH
CIIOCOOHOCTH CHIBOPOTKH, HCCIICIOBAHHE YPOBHS (DEppUTHHA B KPOBH, HCCICIOBAHHUEC
ypOBHS TpaHCheppUHa CHIBOPOTKH KpPOBH, MCCIEIOBAaHUE HACHIIMICHHUS TpaHcheppuHa
JKEJIE30M C IEIbIO BBISIBIICHHS XapaKTePHBIX [yTs 00j1e3Hu [ olire M3MeHeHu# MeTaboInu3ma
JKeJe3a, aCCOIMUPOBAHHBIX C aKTUBHOCTHIO 3a00seBanus [42,43];

YpoBenb yOeaurTenbHocTH  pekoMenaamuii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJIbCTB - 3)

orpeliesiecHUe ypoBHsI BUTaMuHa B 12 (1imanokoOanaMuH) B KPOBH, UCCIICIOBAaHUE YPOBHS
(hoyIeBO KHUCIIOTHI B CBIBOPOTKE KPOBH C IEJBI0 UCKITIOYCHHS BIUSHHUC ACHHUIIMTHOTO
COCTOSIHUS Ha CTEMEHb [IUTONEHNH Y TalueHToB ¢ 6ose3nbio [ome [44,45];

YpoBenb  yOenuteabHOocTH  pekomeHnamuii C  (ypoBeHb  J0CTOBEPHOCTH

J0KA3aTeJIbCTB - D)

KOaryJorpamma (OpHUEHTHUPOBOYHOE HCCIIEIOBaHNE CHCTEMBI reMocTasa):
aKTUBUPOBaHHOE YaCTUYHOE TPOMOOIJIaCTHHOBOE BpeMms, orpeJiesieHue
IPOTPOMOMHOBOIO  (TPOMOOIIJIACTUHOBOTO) BPEMEHM B KpPOBM WJIH B IUIa3Me,
uccieoBaHue ypoBHs (puOpuHOreHa B KPOBU, MCCIEIOBAHUE arperanuu TPOMOOIUTOB)
TSl ICKJTFOUCHUS COTTYTCTBYIOIICH KOAryJIonaTHuu 1 TpomooruronaTuu [46—49];

YpoBenb yOeaurTenbHocTH  pekoMenaamuii C  (ypoBeHb  JI0CTOBEPHOCTH

J10KA3aTeJIbCTB - 4)

onpeaeneHue antuten knaccoB M, G (IgM, IgG) k Bupycy nmmyHoneduuTa yenoBexa
BUUY-1 (Human immunodeficiency virus HIV 1) B kpoBu ¢ nenpio nuddepeHnuaibHoin
JIMATHOCTHKH - JJIs1 UCKITFOUEHUS IUTONICHUH ¥/HJTH CTUIEHOMET K 00yclioBiieHHor BUY
undekrueit [50];

YpoBens  yOenutenbHocTH  pekoMenaaumii. C  (YpoBeHb  /10CTOBEPHOCTH

A0Ka3aTeabCTB — 4)
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onpenenenue antuten kiaaccoB M, G (IgM, IgG) k Bupycy uMmMyHOIeUIINTA YEIOBEKA
BUUY-2 (Human immunodeficiency virus HIV 2) B kpoBu ¢ nensio nuddepeHnuaisHoin
JIMArHOCTHUKH - [Tl UCKITFOUEHHUS [TUTONIEHUHU U/UITH CIUIEHOMeTainnu o0ycioBienHoi BUY
uHpekmueit [51,52];

YpoBenb  yOenuTenbHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 4)

onpenenenue antureHa (HbsAg) Bupyca remarura B (Hepatitis B virus) B kposw,
onpexneneHue anturen Kk Bupycy remaruta C (Hepatitis C virus) B KpoBH C HLENbIO
muddepeHnnaTbHON TUAarHOCTUKA — JJIsi MCKJIFOYCHHUS IMTOINCHUH, OOYCIOBICHHOM
BUPYCHBIM renatutom [53,54];

YpoBenb  yOenurTenbHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 4)

ompee/ieHre aHTUTEN K OinenHoi Tpenoneme (Treponema pallidum) B HeTpenoneMHBIX
tectax (RPR, PMII) (kauecTBEHHOE U MOJTYKOJIUUYECTBEHHOE UCCIIEI0BAHNE) B CHIBOPOTKE
KpOBU C Henblo auddepeHnnanbHoil JUarHOCTUKU - IS MCKIIOYEHUS IMTOIICHUH,
CIUICHOMET MK U TIOPAXKCHUS KOCTEH CKJIeeTa, 00yCIIOBICHHBIX cuuimmcom [55];

YpoBenb  yOenutenbHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH

I0KA3aTeIbCTB — 5)

HccnenoBanne  ypoBHS HMMYHOIJIOOYJIMHOB B KpoBH. VccnenoBanume —ypoBHS
UMMYHOTJI00ysiMHa A B KpoBu. VccienoBanue ypoBHS UMMYHOTIIOOyauHa M B KpOBH.
HccnenoBanne ypoBHs wuMMyHornoOyinHa G B kpoBu. lcciemoBanwe YpoBHS
naparnpoTeHHOB B KPOBU [56].

YpoBenb  yOenutenbHocTH  pekoMmenaauuii C  (YpoBeHb  J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 3)

2.4 UHCTpYMEHTAJbHBIE THATHOCTHUYECKHE MCCIeIOBAHMS

Pexomennayercsi: Bcem mareHTam ¢ bl juis ompeneneHus CTENEeHH TSHKECTH 3a00JeBaHUS U

BBISIBJICHMS COITYTCTBYIOILEH ITaTOJIOIUH, BIMAIOLIEH HA XapaKTep KIMHUYECKUX INPOSBICHUN U

TsDKeCTh TeueHus bI', mpoBeneHne ciaeayomux HHCTPYMEHTATBHBIX HCCIIEOBaHUM:

yJIBTPa3ByKOBOE HCCIEIOBAaHUE OPraHOB OpPIOUIHOW TMOJOCTH (KOMILIEKCHOE) C
OIpEeAEIEHUEM UCXOAHBIX Pa3MEPOB U CTPYKTYPbI IEUEHU U CEJIE3€HKH, YIbTPAa3BYKOBOE

ucciaenoBanue movek [57,58];
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e penrreHorpadusi UIM KOMIbIOTepHas Tomorpadus OeApeHHBIX KOCTEl ¢ 3aXBaToM
KOJICHHBIX M Ta300€IpEeHHBIX CYCTaBOB (COTJIACHO HOMEHKJIATYype MEAUIUHCKUX YCIYT:
penTtreHorpadus 6eIpeHHOM KOCTH (C IBYX CTOPOH), peHTreHorpadus KOJICHHOTO CyCTaBa
(c ABYX CTOpOH), peHTreHorpadus Tazo0eIpeHHOro cycraBa (C JBYX CTOPOH) - C LIENbIO
COKpallleHHs] JIy4eBOMl Harpy3kd HEoOXOAMMO BBINOJIHATH B paMKax OJHOTO
UCCIIeI0OBaHUs, KOMITBIOTEpHAs ToMorpadus kocteit (OepeHHbIe KOCTH € JIByX CTOPOH),
KOMIIbIOTEepHast ToMorpadus cycraBa (OeIpeHHbIE U KOJIEHHbBIE CYCTaBbI C ABYX CTOPOH) —
C LENbI0 COKpAIEHUS JTYyYeBOW HArpy3KM HEOOXOJMMO BBITIONHSATH B PaMKaxX OIHOTO
uccnegpoBanus [59-61];

® MarHUTHO-pEe30HaHCHas ToMorpadusi OEOPEHHBIX KOCTeH C 3aXBaTOM KOJICHHBIX U
Ta300€JPEHHBIX CYCTaBOB (COIVIACHO HOMEHKJIAType MEIUIMHCKUX YCIyT: MarHUTHO-
pe3oHaHCHasi ToMorpadust KOCTHOHM TKaHu (0/1HA 007aCTh) — O€pEeHHbIE KOCTH, MArHUTHO-
pe3oHaHCHass ToMorpadusi cycraBoB (OJMH CYyCTaB) — KOJEHHBIE M Ta300eIpeHHBIC
cycraBbl) [58,60-62];

® MarHUTHO-pPE30HaHCHas ToMorpadus OpraHoB OpIOIIHON MOJOCTH WM KOMIIbIOTEpHAs
ToMOTpadusi OpraHOB OPIOIIHOM MOJIOCTH C ONpeieieHneM 00beMOB opraHoB [58,62]

e perucrpanus 3JIeKTpoKaparuorpammel [63,64] .
YpoBenb  ybOemurTeabHocTH — pekomenganmii C  (ypoBeHb  JI0CTOBEPHOCTHU

J0KA3aTeJIbCTB — 5)

2.5 Uuble AMATHOCTHYECKAA MCCJICTOBAHUS

PexoMenyeTcst marfeHTaM Mo MOKa3aHUSIM MPOBEICHHE JOTIOTHUTEIBHBIX UCCIICIOBAHUN TS
OTIpEJICIICHUS COMMYTCTBYIOICH MATOJIOTHH, KOTOPBIC BKITIOYAOT:

. Dxokapauorpadus — y MAIKUEHTOB, MEPEHECHINX CIUICHIKTOMHIO, W MPH
nogo3pernu Ha BI' 111 Tuma [65].

. 330(aroracTpoayoIEHOCKONIUS — TP HATWYUH JAHUCIICTICHU, OoJied B
JKHBOTE MJIM MPU3HAKOB MTOPTAILHON TuiepTeH3un [66,67].

. Pentrenorpaduss mopakeHHOW 4YacTH  KOCTHOTO  CKelleTa  W/WiIH
KOMITbIOTEpHAsI TOMOTpadust KocTel (mopaxxeHHass 00J1acTh CKelleTa) IPH HATMYUU OoJiei
WJIN OTIOPHO-JBUTaTEeIIbHBIX HAPYIICHUH B 3THX oTAenax [68].

. PenTreneHcUTOMETpHs  TOSCHUYHOTO  OTAENa  IO3BOHOYHHKA U
POKCHUMAJILHOTO OT/ea OAPSHHON KOCTH - 00sI3aTeIbHbIC UCCIICIOBAHUS TP HATUYHH
MaTOJIOTMYECKHX TIEPEIOMOB KOCTEH B aHamHe3e [69].

. KomnbroTepHass ToMorpadus OpraHoB TpyJHOM MOJOCTH — IS
UCKITIOUCHHSI 04aroBO-nH(UIBTPATUBHBIX H3MEHEHUH OpoHX0JerouHoi cucremsr [70].
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Jns sxokapauorpaduu, peHTreHorpaduu, KOMIBIOTEpHOM ToMorpaduu - YpoBeHb
yoenuTenbHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D)
Jis 330daroracTpoyo/ICHOCKOIUKA - YPOBeHb Y0eauTeJbHOCTH pexkoMeHaauuii C

(YpoBeHb /I0CTOBEPHOCTH 10KA3ATENbCTB — 4

KomMmenTapuu: 6 xauecmee oOononnumenvHo2o mapkepa axmusHocmu bBIT ucnonvzyemcs
enuxkosuncpuneosun (lyso-Gbl) — buomapkep, npeocmasnsowuii cob6oii Oeayunupo8aHHyIO
Gopmy emoxozunyepamuoa. Konyenmpayus 1yso-Gbl ¢ nnazme nayuenmos ¢ 6onesuvio Ioue
Koppenupyem ¢ KIUHUYeCKUMU NOKA3ameNsamMu maxcecmu 3a001e8anus, 00bemMom cele3eHKu U
neuenu, Hakmom CHIeHIKMoMUU (8vlule y CHIEHIKMOMUPOBAHHBIX OONbHLIX), HATUYUEM
HeB8pON0UYeCKUX NPOAGIeHUll (3HAYUMENbHO 6bluie Y NAYUEHMO8 C HeUupOHONaAmuYecKumu
Gopmamu). Konyenmpayusi lyso-Gbl, kax mnpasuno, chudicaemcss 6 omeem HA NpogedeHue
namozeHemu4eckol mepanuu u, 00bl4Ho, docmueaem niamo yepes 3-4 2ooa nevenus. B omnuuuu
om xumompuo3udaszvl u xemoxkurna CLLIS, enuxosuncguneosun xapaxmepusyemcs 100 %
YY8CMBUMENbHOCIbIO U CHeYyuUUHOCMbI0 8 omHowenuu 6onesnu lowe, nogviueHue e2o
KOHYeHmpayuu evluie Ompe3Hou mouKy He ONUCAHO NPpU Opyeux 3a001e8aHusxX, 6 MoM Yucie u3
2pynnuvl JIU30COMHBIX 00/e3Hell HAKONJeHus. 3HayeHue KOHYEHMpayuu 2nuKo3UICHUH2O3UHA
Modicem  UCNONb308AMbCA 8 Kayecmee OONOIHUMENbHO20 NOKA3amens 6 UHOUBUOYAIbHOLL
npocpamme  KOMNWIEKCHOU  OYeHKU  akmuewocmu  oonesnu  lTowe, — ocobenno y
CNIIEHIKMOMUPOBAHHBIX nayuenmog [11-74].

2.6 KoHcvJabTallly CHEHHAJINCTOB

PexoMenayercsi: BCeM IallMEHTaM C BIEPBBIE YCTAHOBJIEHHBIM AuarHo3oM bI' mposenenue
KOHCYJIbTAallUil CIIELIMATIUCTOB Ul JUAarHOCTMKM BO3MOJYKHOM COIyTCTBYIOLIECH I1aTOJIOTHH,
BIIMAIOIICH HA XapaKTep KIMHUYECKUX MTPOSIBJICHUM U TSKECTh TeueHus bl': Bpaua-remarosora u
Bpaya-racTpo’HTEposIora (Mpu LUTONEHUYECKOM, I'€MOPPAru4ecKkoM U TIeNaToJMeHaIbHOM
CHH/IPOMaAXx); Bpaya-TpaBMaToOJIOra-opTolea U Bpaya-peBMarosiora (Ipu HaJIu4uU CHUMIITOMOB
MOPaXEHUSI KOCTHO-CYCTaBHOM CHUCTEMBI — OCCAIIMM, apTPaJrud, KOCTHBIE KpPH3BI,
PEHTICHOJIOTUYECKHEe HW3MEHEHMs KOCTel); Bpada-HeBpojiora M Bpada-odrambmoiniora (s
yTOUHEHUs TUma Oose3Hu [ome, Npu HaIUMYMM HEBPOJOTHMUYECKOW CUMITOMATUKUA U
cenn(UIecKux MYTalUi/TeHOTUIIOB, @ TAaKXKE B CBSI3M C IMOBBIIICHHOW YacTOTOW pPa3BUTHUSA
o6onesnn [lapkuHcona y mamueHtoB ¢ bI'); Bpawa-reHerwka (IIpu TOJO3PEHUH HA JIPYTYIO
HACJIEICTBEHHYIO MATOJOTUIO U JUIsl MEAUKO-TEHETUYECKOIO0 KOHCYIbTUPOBAHUS CEMBH); Bpada-
OTOpPHUHOJIApUHTOJOra (IMPH YacThIX HOCOBBIX KPOBOTEUEHMSIX); Bpaua-sHAOKpUHOJOra (mpu

3anepkke pusrueckoro u mososoro passutus) [50,63,64,75-84].
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YpoBenb yOeaurenbHocTH  pekoMengamuii C  (ypoBeHb  JIOCTOBEPHOCTH

J0KA3aTeJbCTB — 4)

3. JlequHe, BRJIKOYad MEAUKAMECHTO3ZHYI0 1 HEMECIUKAMECHTO3HYHO
TEépalnuu, TueTorepaiunio, 066360JII/IB21HH€, MEIANIHNHCKHE ITOKA3aHHUA U

MPOTUBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICHCHUSA

bonesuv T'owe — nepsas macneocmeennas pepmenmonamus, O KOMOpou Ovlia
paspabomana evicokosppexmusnan 3OT [4, 20, 48]. K nacmoswemy spemenu Mupogoti onvim
neyenus boneznu I'owe hepmenmuvivu npenapamamu cocmagnsem oxono 30 nem, 3DT asnsiemcs
«3010MbIM  CMAHOAPMOMY» JleYeHUsi O0aHHo20 3abonesanus. Muozonemuuil 3apybedcHulll U
omeuecmeennwlii onvim npumenenus 3@T npu Bl nozeonsem 2o6opumsv 0 ee UCKIIOUUMENLHOU
agppexmuenocmu u  @vicoxoln bezonachocmu. B 2013 2. 6wvin  onybauxosan awanius
apppexmuenocmu 3DT, xomopwiii exnouun 6oree 750 nayuenmos, NOAYYAGUIUX MEPANUIO
umuenioyepazou™* 6 meuenue 10 nem. bvino nokazano, umo nooasnswowee OONLUUHCINGO
nayuenmog oocmuzarom yeneu aedenus BI: y 90% 6OonvHblx HOpmanusyemcsi Komyenmpayus
eemoenobuna; 6onee 90% nayuenmos, umeOWUx UCXOOHYIO 2NYOOKYIO MPOMOOYUMONEHUIO,
OeMOHCMPUPYIOM — 3HAYUMENbHOEe NOBbIUUEHUe KOIUYecmea mpomMooyumos (Koau4ecmeo
mpomboyumos <60x10%n uepes 10 nem mepanuu 3apezucmpuposaro monvko y 1% 601bHbIx); ¥
97% nayuenmos pe2ucmpupyenmcsi yMeHbuleHue pamepos cenesenku (6 cpeonem 6 4 pasa) [85].

B Poccuiickoii @edepayuu 3T npedocmasnsemcs nayuenmam c 6onesnvio owe 6
PaAmMKax 20cyoapcmeerHHou npoepammul «7-14 evicokozampamuwix Hozonozutiy ¢ 2007 2.

Ipu oyenke s¢phexmusnocmu namoeeHemu4eckol mepanuu OPUEHMUpPYOmMcs: Ha yeiu
newenust bonesnu bI', komopwie sxniouarom [86]:
® cmabdunbHOe nosvlueHue KOHyeHmpayuu cemonoouna (> 120 2/n y myoscuun,> 110 2/n y

JHCEHWUH);

® noGvluleHUe — Koauuecmea — mpomooyumos (00  HOPMANbHBIX — 3HAYEHUU Y
CNIIEHIKMOMUPOBAHHBIX OONbHBIX U 00 KOIUYECMBA, 00CMAMOYHO20 015 NPOPUIAKMUKU
2emMoppazuiecko20 CUHOpPOMA, y HeCNIeHIKIMOMUPOBAHHBIX OOJILHBIX);

®  yMeHbUleHUe PasMepos celle3eHKu 00 00bemMa, He npesvliuaioueco 8 Hopm, yMeHbUueHUe
pasmepos neuenu Ha 30-40 % om ucxooHoeo;

® npekpawerue 6oell 8 KOCMSIX, NPeOynpeicoOeHue pa3eumusi OCMeoHeKpo3086 U NOGbIUUECHUE
MUHEPANbHOU NIOMHOCMU KOCMel,

Coenacro oannvim mexncoynapoonozo pecucmpa oonesnu I owe (1CGG), uepes 4 2cooa 3PT 41

% nayuenmog docmuezaiom ecex yeinetl neveruss oonesnu Iowe u 77 % nayuenmos - 8cex

yenetl, 3a UCKOUeHuem 00Hol (yawe, pazmepos cenesenku)[87].
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Ilokazanuamu K Hauany 3amecmumenvHol GepmeHmHOU Mepanuu y 63pOoCiblxX
nayuenmoe cuyycam:

o KIUHUYECKU 3HAYUMAS, CMOUKAS YUMONEHUSA, Npu SMOoM mpebdyiom UCKIIOYeHUs
yumonenuuy, 00yciosienHvle Opy2umMu 3a001e6aHUAMU, HANpUMep, MmpoMOOYUmoneHus,
aAcCOYUUPOBAHHAS C XPOHUUECKUMU SUPYCHLIMU UHGEKYUAMU U/UIU YUPPO30M NeyeHu,
anemuu, obycnosnennvle oegpuyumom eumamuna Bl2 u gporuesoti kuciomol,

o  KIUHUYECKUEe U paouosocudeckue NPUsHaKu NopajiceHusi Kocmeu, xHanodvl Ha occaneuu
uw/unu apmpaneuu  O0MHCHbL OblMb noomeepicoeHvl paouonocuveckou uw/unu MPT-
Kapmuwnou, munuynou ons Bl (ungunempayus xKocmnoeo Mmo3ea,  HEKpoO3bl,
namonozuyeckue neperomvl); Koibvl OpieHmeliepa He AGIANOMCA OCHOBAHUEM OJsl
HA3HAYEHUS 3aMeCMUMEeNbHOU hepMeHMHOT Mmepanuil,

o KIUHUYECKU 3HAYUMAS CHIEHOMEe2ANUs U/ Uy cenamome2anus (v CnieHdIKmoMupo8aHHbix
nayueHmos);

°  CUMNMOMbL NOPAICEHUS. JIESKUX U OPY2UX HCUSHEHHO BAICHBIX OP2AHO8 8 OMCYMCMEUU

opyeux ouesuonvlx npudun ux nopaxcenus [10,14].

B P® 3apecucmpuposanvl 4 pepmenmuuix npenapama 0711 mepanuu oonesnu I owe:

o 2 epmenmuuix npenapama umuenioyepazvl** - cunmesupylomcs KiemouHou JuHuel,
NONYUEHHOU U3 AUYHUKOS KUMAUCKUX XOMAKO8 (TpOM3BOACTBA JKEeH3alM, KOMIaHHS
Canodu, CIIA, u AO «TEHEPUYM», PO);

o genaenoyepasa arvpa** — npouzeooumcs kiemoynou aunuer HT-1080 ¢pubpobracmos
yenogexa.

*  manuenoyepasa arvga** — cunmesupyemcs ceHemuyecku MOOUDUYUPOBAHHBIMU

pacmumelbHbIMU KllemKamu.

3.1 KoncepBaTuBHOE JIeUeHHE

PexoMenayercsi BceM IMalMeHTaM, NP HATWYWH TTOKa3aHUH (KIMHUYECKH 3HAYMMasi, CTOHKas
LIUTOINEHUS;, KIMHUYECKHE U PaJMOJIOTHYECKUE IPU3HAKH MOPAKEHHUS KOCTEH; KIMHHYECKH
3HAUYMMas CIUICHOMETAIHsl WU/WIM TenaTOMErajius; CUMITOMBbI TMOPAXKCHUS JIETKUX U JPYTHX
KHU3HEHHO BaXKHBIX OPraHoOB, 00YCJIOBJIEHHBIE 00Je3HbI0 ['O111e), MOKN3HEHHAs 3aMeCTUTEIbHAs
(depmenTHas Tepanus (epmeHTHbIMU Tpenaparamu (A16AB mo ATX-knaccudukanuu) -
aHaJoraMM TJIIOKOIlepeOpo3na3sl 4YejaoBeka (MMuIIonepasa™**, Bemarmonepaza anbgpa*™*,

Tanurionepasa ansha**) [31,88].

20



KP124

YpoBeHb  yOeAUTEJbHOCTHM  peKoMeHAauMiH A  (YpOBeHb [I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 1)

KommenTapuu: uvuenroyepasza™*, eenaznoyepasza anvgha™* u manuentoyepaza anogha™*
npeodoCmasnAiomes  NAyueHmam 8 — PaAMKax — 20CyOapCmeeHHou — npocpammsl  « 14
8bICOKO3AMPAmMHUbIX  Ho30102utly.  Dopma  8bINYCcKa  JIeKAPCMBEHHbIX — NPenapamos
umuenioyepasvl ** u genaznroyepazvl anvgha™* — raxonst no 400 Eo, manuentoyepasvl arvgha -
200 Eo. Ilymb u yacmoma 68edeHusi — 6HYMpUBEeHHOE 66€0eHUE IeKAPCMBEHHbIX NPenapanmos
Kadicovle 2 nedenu (2 paza 6 mecay). Cooepaicumoe Kaxicoo2o GaakoHa pacmeopsaiom 60001 0
UHbEeKYUll U aKKYpamHo nepemeuiugarom, He OONYCKAs 00pazosamus ny3vipbkos. Beco
NpU2OMOBIEHHbII PACmeop cobuparom 6 00HoM rakone u pazeoosm 0,9% pacmeopom Hampus
xnopuoa** ons enympugenHvix unvexyuii 0o obueco odowema 100—200 ma. Buympusennoe
86e0eHUe JIeKAPCMBEHHLIX NPenapamos nposoosm 6 meuerue 1-2 uacos. He ciedyem 6600umo
npenapam 0OHOBPEMEHHO ¢ OPY2UMU JeKapCMBeHHbIMU cpedcmeamu. Jleuenue xapaxmepuszyemcs
OMAUYHOU NEePEeHOCUMOCbIO U BbICOKOU KIUHUYECKOU IPDeKmusHocmvio y Nayuenmos ¢
ooneznvio I'owe 1 u 3 munos.

Cmapmosas 003a ¢hepMeHMHbIX NPenapamos AGNAemcsi NpeomMemom OUCKYCCUU U 8
pasHvix cmpanax eapvupyem om 10 0o 60 E0/ke maccel mena ¢ wacmomotui 8edenuist - Kaxcovie 2
Hedenu (2 pasza 6 mecay). [lpu onpedenenuu 003vl Y4UmMvlearom 603pacm nayueHma, xapakmep u
maxjcecms  KIUHUYECKUX NPOAGIEHUU, NPOSHO3 MmedeHus 00Ne3HU, HAIudue OCI0HCHEeHU,
conymcmeyrowux  3abonesanuti. B cmpanax, npedocmasnaiowux 3PT 6 pamkax
20CY0apcmeeHHOU NPocpaMMbl OeCHIAmHO, CYWecmeyIom KCNepmHble co8emvl No 00ae3HU

Towe, 6 pynkyuu Kkomopwvix 6xo00um HasHaveHue u MoHumopume s¢hpghpexkmusrnocmu 3PT.

PexoMeHnayercsi B3pOCIBIM TAIlUEHTAM C TSKEIBIMU TPOsiBIeHUsiMU OoisiesHu ['ome | Tuma
Ha3HAuYE€HUE HaYaJbHOM J03bl MMHUIJIIOLEpa3bl™*/Benarmonepassl anbda**/ #ramurmonepasbl
anbda**, cocrapysromeit 30 Ex/kr macesl Tena x 2 pasa B mecsiy [31,89-91].

YpoBenb  yOeaureqabHocTH  pekoMeHgamuii C  (ypoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJILCTB — 3)

KomMmenTapuu: 6 omoenvHbix cnyuasx (madxjceiviti OCMeonopo3 ¢ NOGMOPHbLIMU
Namon02UudeCcKUMU NEPEIOMAMU MPYOUAMbLX KOCMell,; NOPANCeHUE J1e2KUX C PA38Umuem 1e20YHOU
unepmeH3uU  UIU  2eNnamonyibMOHAPHO20 CUHOPOMA) CMapmogas 003d  QepMenmHbix
npenapamos y 83pocCivblX NAyueHmos modicem nosviuiamocsi 0o 60 Ed/ke Ha 00HO 66edeHue,
OOHAKO peuwieHue 00 3mom npurHumaem Ixcnepmuuiii cogem, cozdannviti 01.04.2009 2. npu

nooodepoicke Munucmepcmaa 30pasooxpanenus Poccuiickoti @edepayuu.
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Pewenue o moouguxayuu 003wl (nosvlutenue uiu CHUMNCeHUe) UIU 0 CMeHe npenapama
(Heaghpexkmusnocmo unu HenepeHoCUMOCmy) nayuenmam n0bo2o eospacma, noaydaowum 3PT,
npunumaemcsi  IKcnepmmuvimM  cogemom, cozoanuvim  01.04.2009 2. npu  nooodepoicke

Munucmepcmea 30pasooxpanenus Poccutickoii @edepayuu.

PexoMenayercsi B3pocibIM ManueHTaM ¢ 6ose3nbto ['ome | Tuma, gocturmmm neneit aeueHus,
Mepexo/1 Ha TOIEPKUBAIONIYIO 003y (DEPMEHTHBIX MPETapaToB B BUJC BHYTPUBECHHBIX HHQY3HMA
(#umurmoniepaza**, #Benarmonepasa anbda**, #ramurmaronepasa anspa**): 15 En/kr x 2 pasza B
MeCSII WM Ha TOJJCPKUBAIOIINN  pedcum 3aMECTHTEIbHONH (EpMEHTHOH Tepamnuu
(#umurmonepasza**, #Benarmronepasa anbda**): 15-20 Ex/kr x 1 pa3 B mecsiy [92-95].
YpoBenbr  yOeaurTeabHocTH — pexoMengamuii  C  (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 3)

KommenTapuu: peoxcum u 0o3za noodepoicugaroweil.  mepanuu  Onpeoeisiemcs
UHOUBUOYATILHO HA OCHOBAHUU AHANU3A COBOKYNHOCMU KAUHUYECKUX (UcxoOHas maxcecms b,
oocmudiceHue yenel JeyeHus, Haiuyue U Xapakmep CONYmMcmeyrnwux 3a0onesanuti) u
COYUATbHBIX PaKmopos (8o3pacm, mpyooeas O0esimeIbHOCMb, NPUBEPHCEHHOCb K JeUeHUI U
op.). Dppexkmusnocmv u 0e30NACHOCMb NOOOEPHCUBAIOULE2O PENCUMA  3AMECUMENbHOU
(epmenmuoll mepanuu NOKA3aHbL 8 PAMKAX NPOMOKOIA KiuHuyeckol anpooayuu (Ne 18-1, 2015
2.); yeenuueHue UHMmMep8anos mexcoy UH@Y3uamu pepmenmuvix npenapamos 0o 4 Heodenv y
nayueHmos, O0OCMuUSWUX yenel JedyeHus, He NPueno K KIUHUYECKU 3HAYUMOMY YXYOULeHUIO
1aOOPAMOPHBIX U UHCMPYMEHMANbHBIX NOKA3amenell, acCoyuupo8anHvlx ¢ akmuenocmoto bI, Ha

npomsiicenuu nociedyrowux 12-36 mecsayes nabmooenusi [92].

PexoMeHayeTcs1 B3pOCibIM MMAlMEHTaM C JIETKOM M yMepeHHO Tsbkenoil ¢opmoit BI, kak
IbTEPHATUBHBIN CIIOCO0 JeueHus — cyocrparpeayuupyiomas tepanusi (CPT), nanpasienHas
Ha TIOJaBJIEHHWE MPONYKIMH cyOcTpaTa — IIIOKOLEepeOpo3uaa, OTKIAAbIBAIOIIErOCs B

uTOoIUIa3Me Makpodaros [96-99].

YpoBenb  yOeauTeJbLHOCTH  pekoMeHJamuii A (YpPOBEHb JI0CTOBEPHOCTH
JA0KA3aTeJbCTB — 2)

Kommentapun: npeumywecmeom CPT sgnsemcsa npuem mabiemuposansix npenapamos
8HYMPb, 6Mecmo 6/8 uH@y3uii hepmenmuvix npenapamos npu 3OT. C 2006 no 2015 ze. npowinu

KAIuHudeckue uccieooganusi (2—3 ¢gasvl) Hogozo aexapcmeennoco npenapama CPT —
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INUSTYCINAMA, KOMopbvle NOKA3AIU €20 8blCOKYIO I PeKmUHOCMb, XOPOULYI0 NEPEeHOCUMOCHb U
ooneocpounyio (8 nem) b6ezonacnocms npumMeHeHus, conocmagumole ¢ makogvimu npu 3PT.

B 2014—2015 ee. anuenycmam owin 3apecucmpuposan 6 CLLIIA u EC kax npenapam nepgotl

JUHUY OJIsL JleYeHUsl 83pocivblx nayuenmos c¢ obonesnvto Lowe | muna. B 2016 2. snuenycmam Ovln

sapeaucmpuposar 8 PO. HMUIL] cemamonoeuu pacnonazaem 15-1emuum onvimom npumeHeHust

AUSTIYCMama y NayueHmos co cpeoHemsicelon u msdcenoi Gopmou 6oneznu lowe 0Oe3

KAUHUYECKU 3SHAYUMOU CONYMCmeEyioujeti namoao2uu, 8 mom yucie namoao2uu cepoya. Ilo nawum

HAOM00eHUAM, IUTyCmam A6nsemcs dheKmusHbIM, XOPOulo NePpeHOCUMbIM U Oe30NaCHbIM

Memooom neyenus bonesnu ['owe | muna y 83pocuvix.

3.2 Xupypruueckoe jJe4eHue

PCKOMeH[[yeTCﬂ IManuEHTaM IIPOBECACHUEC XHUPYPIrUUCCKOro OpPTONCAUYCCKOIO JICYHCHHA IIPpU

HAIMYUM HEOOpaTUMBIX MOPAKEHUH M XPOHWYECKMX HMH(EKIUH KOCTHO-CYCTaBHON CHCTEMBI

[100-103].

YpoBeHb y0eauTeJ bHOCTH peKoMeHaanuit C (YpoBeHb 10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrapuu: [lokazanusi Kk npogedeHuro Xupypeuiecko2o opmoneoutecko2o leyeHus
ONpeoensiomcst 8PAYAMU-MPABMAMON02AMU-OPMONEOAMYU, UMEIOUUMU ONbIM  HAOII00eHUs. U
nevenuss nayuenmos ¢ BI, npu yuacmuu epaueii-eemamono2os, epauei-paouonocos u, npu
Heobxooumocmu, Opyeux CHeyuamucmos, yudacmeylowux 6 6e0eHUu OaHHO20 NAYUeHmA.
Inanosvie opmoneduueckue onepayuu yeiecooopasHo nPo8ooUnb 8 MEOUYUHCKUX YUPeAHCOeHUSIX,
CReYUATU3UPYIOWUXCS. HA OUACHOCIUKE U JeYeHue OpP@AHHbIX 3a001e8aHUll, pacnolaearuux
ONBIMOM ~ XUPYPSUHECK020 Jledenus nayuenmos ¢ Oonesnvio lowe u 803modicHoCmAMU
3aMeCmumenbHOl Mmepanuu KOMAOHEHMAMU Kposu 6 Clydae pAa3eUumusi 2emoppasuieckux

OCIOJHCHEHUII.

He pexomenayercs namrenTam ¢ bI' npoBenenue cruienakromuu [19,31].

YpoBeHb y0eauTeJJbHOCTH peKoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

KommenTapuu: npu ycmanognennom ouacnose bl npogedenue cniendskmomuu
B03MOJCHO MOILKO NO AOCONIOMHLIM NOKA3AHUAM (Hanpumep, MpasMamudecKutl paspble
cenesenku). Ilpu HeobOXo0OUMOCMU NpOBedeHUsT 1eueOHO-0UACHOCMUYECKOU CNAEHIKMOMUU Y
nayueHmos Moa00020 6803pacma C HeACHOU CHJeHOMe2daluel U YumoneHueu, yenecooopazHo

npeosapumenbHo npo8ecmu IH3UMOOUASHOCMUKY OJisl uckiroyeHus bl
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4. MeauIMHCKAsl peadWIUTAIMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMUINHCKHE MOKA3AHUS M MPOTHUBONOKA3aAHUS K NIPUMEHEHHI0 METO/10B
MeIMIUHCKUH PeadNJINTAMU, B TOM YHCJIe OCHOBAHHBIX HA HCNOJIb30BAHNH

NPUPOJAHBIX Jie4eOHbIX (PAKTOPOB

Pexomenayercsi naruentam ¢ bBI' ¢ mopaxkeHHeM KOCTHO-CYCTaBHOM CHCTEMBbI M/MJIIHM MOCTE
SH/IONPOTE3UPOBAHUSI CYCTAaBOB peaOMIIMTAMS B CAHATOPUSAX OPTOIEAWYECKOTO TMpOoduIs:
YCIYTd MO MEIUIMHCKOM peadMInTalMy ManueHTa ¢ 3a00JIeBaHUSIMU OINOPHO-/IBUTATENIbHOM
CHCTEMBI, JieueOHas PU3KyJIbTypa npu 3a00JeBaHUsIX U TpaBMax cycraBoB [104—106].

YpoBenb yOeauTeqbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBepPHOCTH

J0Ka3aTeabCTB — 3)

5. IIpodunakTuka u JUCIAaHCEPHOE HAOJIIOIeHHe, MeTULIMHCKHUE
MOKA3aHUS U MPOTHBONOKA3AHUS K NPUMEHEHUIO METOI0B

NpoPUIAKTHKH

Ilpogunaxmuxu bBI, xax Hacreocmeenno2co Memabdboruueckoeo 3abonesanus, He
cywecmsyem.
Pexomenayercs npoBeneHue nanuentam ¢ bI':
1. Meauko-reHeTUYECKOEe KOHCYJIbTUPOBAHUE CEMEH C JAETbMH, CTPAJAOIIMMU OOJE3HBIO
Iome, u B3pocibIX ManueHToB ¢ bI' npu rmiaHupoBanuu cembr U poxaeHus aetei [107]
2. KowmmnekcHoe wuccienoBaHue Aisi MPEHATAIbHOW IUArHOCTUKM HApPYIIEHUW Pa3BUTHUS
pebenHka (BHYTpHUYTPOOHO) C IEJTbI0 CBOEBPEMEHHOTO PEIICHUS BOMPOCA U MPEPhIBAHUHT
OepeMEeHHOCTH Y JKeHIIMH, nMeBInX panee aereit ¢ B 1-111 tumos [108].
YpoBenn  yOenuteabHocTH  pekoMenaanuii C  (YpoBeHb  10CTOBEPHOCTH

JA0KA3aTeabCTB — 4)
MounuTopuHr Teyenusi 6ose3nu I'ome u onenka 3¢pdexruBHocT 3OT

o Pexomenayercss Bcem mammeHTam ¢ bI'  nguHammueckoe HaOIOICHHE,
BKJIIOYAIOIIEe MEPUOTUUECKUE OCMOTPHI CHEIMAIMCTOB, J1abopaTopHble (0OLIMit
(KIMHUYECKUH) aHalli3 KPOBHM pa3BEpHYTHIN, HCCIEIOBAaHUE YPOBHS OOIIEro
OunupyOMHa B KpPOBM, HCCIEIOBaHME YpPOBHS OWIMPYOMHAa CBS3aHHOTO

(KOHBIOTHPOBAHHOT0) B KPOBH, HCCJIEIOBAaHUE YPOBHS OMIIMpyOMHA CBOOOIHOTO
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(HEKOHBIOTUPOBAHHOTO), OTIPE/ICIICHHE AKTUBHOCTH ramma-
roTaMunTpanchepassbl B KPOBH, OINpPENEICHHE AaKTUBHOCTH — IIETOYHOM
docharazpl B KpOBH, OINpPEICICHHEC aKTHBHOCTH acmapTraTaMHHOTpaHc(epasbl B
KPOBH, ONpEIelieHne aKTUBHOCTH aJlaHWHAMUHOTpaHc(epasbl B  KpPOBH,
orpesieliecHue aKTUBHOCTH JIAKTATICTUPOTCHA3bl B KPOBH, UCCIICAOBAHNUE YPOBHS
o0rmiero Oenka B KPOBH, UCCIIEIOBaHHE YPOBHSA albOyMUHA B KPOBH, OTpeIeNICHUE
QTb0yMHH/TJIO0YJTMHOBOTO COOTHOIICHHWS B KPOBHU, WCCICAOBAHUE YPOBHS
XOJIECTepUHAa B KpPOBHU, HCCIEIOBaHHWE YPOBHS TPUTIUIEPUIOB B KpPOBH,
WCCIICJIOBAHHUE YPOBHS XOJIECTEPHHA JTUTIONPOTEHHOB HU3KOW TUIOTHOCTH B KPOBH,
UCCIIEJIOBAHUE YPOBHSI XOJIECTEPUHA IUIMOMPOTEHHOB BBICOKOW IJIOTHOCTH B
KPOBH, HCCIICIOBAaHUE YPOBHS TIIOKO3BI B KPOBH, UCCIICIOBAHUE YPOBHS Kelle3a B
CBIBOPOTKE KPOBH, UCCIIEIOBAHKE >KEJI€30CBI3bIBAIOIICH CIOCOOHOCTH CHIBOPOTKH,
WCCIICJIOBAaHHUE YPOBHS (JEepPUTHHA B KPOBH, UCCIICIOBAHUE YPOBHS TpaHcheppruHa
CBIBOPOTKH B KpOBH, HCCIECIOBAaHUE HACBIIICHHUS TpaHCheppruHa KEIe30M H
UHCTPYMEHTAJIbHBIC HCCACIOBaHUs (yJIbTPa3BYKOBOE HCCIICIOBAHUE OPTaHOB
OproIIHOW  TOJIOCTH  (KOMIUJIEKCHOE), MarHUTHO-PE30HaHCHasi Tomorpadus
OEIIPEHHBIX KOCTEU C 3aXBaTOM KOJICHHBIX M Ta300€ApEHHBIX CyCTaBOB (COTJIACHO
HOMEHKJIaType MEIUIMHCKUX YCIyr: MAarHUTHO-PE30HaHCHas TomMorpadus
KOCTHOW TKaHU (onHA o0nacTh) — OelpeHHbIE KOCTH, MAarHUTHO-PE30HAHCHAS
Tomorpadus CycTaBoB (OAWH CYCTaB) — KOJICHHBIE U Ta300€IpEHHBIC CYCTaBhl)),

JaCTOTa KOTOPBIX 3aBUCUT OT BO3pAaCTa MAUCHTOB, NJIUTCIIbHOCTH U PCIKUMaA 30T

u CPT (Tabu. | u Tabu. 2) [25,26,36,38-42,44,58-61,109,110]

YpoBenb  yOenutenbHocTH  pekomengaumii  C  (YpoBeHb  J10CTOBEPHOCTH
J0KA3aTeJIbCTB — 5)

KommenTapuu: 051 oyenku s¢hghexmusnocmu nevenus u Koppekyuu 003vl (hepmeHmHuvlx
npenapamos 1 pasz 6 1-3 200a nposooumcs KOHmMpoabHoe 00Cie008anUe NAYUESHMO8 C OYEHKOU
Pe3yIbmamos npoeodeHHbIX UCCIe008AHUL CREYUATUCAMU PA3HO20 NPOPUIA. 8pad-mepanesm,
8pay-eemMamonos,  8pay-pacuonoe,  6pau-mpaemMamonoe-opmoneo,  6pay-Hesposos,  6pay-

Kap()uwzoz, umernuwux onsvlni ouaznocmuxu u reyenust ooneznu I owe.
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ITammenTs!1,
nonyyatoumpe 30T

HC

[Taumentsl, nonyyaromue 3OT

Ilenu neyenus He
JIOCTUTHYTHI

Ilenn neuyenus
JIOCTUTHYTHI

Kaxnrre
12-24 mec.

Kax
Zble
12
MecC.

Ka
KA
BI€E

6 M
ec.

Kaxnrre
12 mec.

Kaxneie
12 -24 mec.

B IIEPUOL
N3MCHCHUS
JTO3bI
pa3Butus
KIMHAYECKUX
OCJIOKHEHUI

niim

OcMmoTp Bpaya-

réMaroJiora

OO0t
(KTMHAYECKUi)
aHaIMn3 KpPOBHU

Ppa3BEPHYTHI

AHanmm3 KpOBU
OMOXMMUYECKUH
o0IIeTepaneBTHICCK

7044

HccnegoBanue
YPOBHS Kesesa
CBIBOPOTKU KPOBH,
HCCIIEIOBAHUE
JKEJI€30CBSI3LIBAIOII]
el CIOCOOHOCTH
CBIBOPOTKH,
HCCIIEIOBAHUS
ypoBHs (heppUTHHA
B KpOBH,
HCCIIEIOBAHUE
YPOBHS
TpaHceppHrHa
CBIBOPOTKH KPOBH,
HCCIIEIOBAHHUE
HACBIILCHMS
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TpaHcheppuHa
KeJIe30M

VYapTpa3zByKoBoOe X X X X
HCCIIeIOBaHHE
OpraHoB OpIOUTHOM
MOJIOCTH
(KOMIUIEKCHOE) UJTH
KOMITbIOTEpHAsI
TOMOTpadus
OpraHoB OpIOIIHON
MIOJIOCTH

MaruauTHo- X X X X
pEe30HaHCHAs
ToMOrpadus
KOCTHOM TKaHU
(omna o6mactp) —
OeIpeHHbIE KOCTH,
MarHuTHO-
pe30HaHCHAs
ToMOrpadus
CyCTaBOB (omuH
CyCTaB) -
KOJICHHBIC u
Ta300epCHHBIE
CYCTaBBI

6. Opranusanus oKa3aHusi MeIMIIUHCKOM MOMOLIHU

3aMecTUTENbHYI0 (DEpMEHTHYIO Tepamnuio mnamueHtsl ¢ bl momywaror amOynaTtopHo.
Obecrieyenrie (hepMEHTHBIMH NpenapaTaMu MPOUCXOAUT B PaMKax peaiu3alid MOCTaHOBIICHUS
[IpaButensctBa Poccuiickoir @enepaunu ot 26.11.2018 No 1416 «O mopsnke opraHuzanuu
o0ecrieueHus JIEKAPCTBEHHBIMU TperaparaMu JUL, OOJbHBIX TeMOQMINENH, MyKOBUCIUI030M,
runou3apHbIM  HAaHU3MOM, Ooje3Hbio l'omie, 3J10KaUeCTBEHHBIMM HOBOOOpA30BaHUSIMU
TUM(OUTHOM, KPOBETBOPHOW M POJICTBEHHOW UM TKaHEH, PACCETHHBIM CKJIEPO30M, T€MOJIUTUKO-
YPEMUYECKMM  CHHJIPOMOM,  IOHOUIECKMM  apTPpUTOM  C  CHCTEMHBIM  HaydajoM,
mykononucaxapugozoM |, Il u IV Tunos, ammactuyeckoil aHeMHeW HEyTOYHEHHOM,
Hacle/CTBeHHbIM nedpururom ¢aktopoB Il (pubpunorena), VIl (mabunsnoro), X (Ctroapra-
[Tayapa), nuir mocsie TpaHCIIAaHTAIMKA OPTaHoB U (W) TKaHE.

IMoxa3anus 115 MJIAHOBOM rOCIUTAJIN3AIMN:

o [Ipu ycranoBieHun auartosa 6ose3Hu [omie — rocnuTanu3anys ¢ 1eablo OLEHKU
CTETIEHH TsDKECTH 3a00JICBaHMsI W OIpEIENICHHs MOKa3aHW K 3aMECTUTENIbHOW (hepMEHTHOMH

TCpalnu
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o Onenka 3¢(eKTUBHOCTH JICUEHHUS U KOPPEKLUA 103bI PEepMEHTHBIX IpernaparoB 1

pa3 B 1-3 roxa;

. Heo6xonumMocTs OpTONEINYECKOro JICUEHUS;
o Heo0OxoaumocTh XUpypru4eckux BMEIIATEIbCTB;
. Hanuune otaromaromux cocTosHue 00JbHOrO COMyTCTBYIONUX 3a00I€BaHUH.

Iloka3zanus aisa 3KCTpeHHOI7[ rocnurajan3anmvm:

. HeobOxomumocTh OKa3aHHMsl SKCTPEHHOM IOMOIIM IPU OCTPOM XHUPYPrHUECKOM
[1aTOJIOTUU U TPABMaXx;

. CpouHoe Hayao 3aMecTUTEIbHON (DEPMEHTHOMN Tepanuu

Iloxa3aHusa K BbIINKCKE NAIHEHTA U3 cranguoHapa:
L4 yJIy‘IIJ_ICHI/IC COCTOSIHHS 0OJILHOTO

° OKOHYaHWE KOHTPOJBHOT'O 00CIIeIOBaHUS

Jl1st tocTHKEeHUsI MaKCUMAITBHOTO () (heKTa B OTHOIICHUH BCEX KITMHUYECKUX TTPOSIBICHUI
3a0oneBaHus HeoOXoauMa pa3paboTka MHAWBHAYAIM3UPOBAHHOTO TJIAHA JICYEHHS, KOTOPBIN
0a3upyeTrcss Ha DKCIEPTHOM OIEHKE TSKECTH TeueHus Oosesnu [omie u mpexamosaraet
oOcieoBaHKe MAllMeHTa B CIEIUAIN3UPOBAHHOM MEIUIIMHCKOM YUPEXKACHUHU, PACIIONararinemM
CHEIUATUCTAMHU PA3HOT0 MPO(UIIL, UMEIONUMU 3HAYUTEIbHBINA OMBIT AUATHOCTUKHU U JICUCHUS
naHHoro 3a0oneBanus. B PO o6cnenoBanne B3pOCIbIX MAIIMEHTOB IS OLICHKH TSHXKECTH OOJIe3HU
lome u onpenenenust craproBoit 1036l 3T npoBoautces B LlenTpe ['ome Ha 6aze orneneHus
opdannbix 3aboneBannii PI'BY «HammoHaIbHBIA MEIMIIMHCKUNA HCCIEIOBATEIBLCKHN IEHTP
rematosiorum» Munsznpasa Poccuu; nepsuunoe oocnenoBanue nerer —B OI'AY «HanuonanbHbIif
MEIUIIMHCKUN HCCIEN0BATENbCKUM IIEHTP 370poBbiA JeTer» MwunsapaBa Poccun wim OI'BY
«HanuoHanbHbIM METUIIUHCKUN UCCIIEI0BATEIBCKUM LICHTP JETCKOM reMaToJ0ruu, OHKOJIOTHUHU U

“MMYyHoJIoruu umenu Imutpust PoraueBa» Mun3zapasa Poccun.

7. JonmosHuTe ibHAass MHGOpMaLKs (B TOM Yucjiae GaKTOPbI, BJAMSIOIINE HA

HUCXO0/ 3200/1eBAHUA UJIH COCTOSTHMS1)

7.1 Ilporuo3

IIpu Gonesnu l'ome I TMma — mporHo3 OraronpusATHBIA B clydae CBOEBPEMEHHOI'O

HazHaueHuss 3DT. Ilpu pa3BuTUM HEOOPATUMBIX MOPAKEHUN KOCTHO-CYCTaBHOM CHCTEMBI
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MIOKa3aHO XUPYPruyeckoe OpTONeNUEcKOe JIeYeHHE I KOPPEKLIUU OPTONEANUECKUX 1e(hEeKTOB.
IIpy mopakeHUM >KU3HEHHO BAXKHBIX BHYTPEHHUX OPraHOB IPOTHO3 ONPEIENSAETCS CTENEHBIO
JUCQYHKIMH MMOPAKEHHBIX OPraHOB U Pa3BUTUEM OCJIOXKHEHHH (Hampumep, KpOBOTEUCHHE W3
BapUKO3HO pAaCIIMPEHHBIX BEH MHIIEBOJA W JKENyAKa y OOJBHBIX C LHUPPO3OM IEUCHH U
MOpPTaIbHON TUNIEPTEH3HUEH; AbIXaTeIbHAs HEJOCTATOYHOCTh Yy OOJBHBIX C TOPAKEHUEM JIETKUX )
[1-3,16,19,31].

ITpu 60one3nu ome |1 1 111 THIOB — porHo3 HeOmaronpusaTHBIH [17].

7.2 OIIMOKH M HE0O0OCHOBAHHLIE HAZHAYCHUSHA

1. TloBTOpHOE MOJyYEHHE UTOIOTUYECKOTO MpenapaTa KOCTHOTO MO3ra IyTeM IMyHKIUH U
JpyTUe UHBa3UBHBIE TUATHOCTHYECKHUE MEPONPUATHS (OMOTICUS TIEYEHHN U/UIIN CENEe3eHKU
Opy TIOMOIIM JIAApOCKONMM) TPHU JIOKa3aHHOM JuarHo3e Oose3Hu ['ome He HY>KHBI
[15,19,31].

2. OmnepaTuBHOE JIeYEHHE KOCTHBIX KPH30B, KOTOpPbIE OIIMOOYHO PAcCMATPUBAIOTCS Kak
nposiBiicHus: octeomuenuta [15,19,31].

3. HasHaueHue TIIOKOKOPTHKOMAOB C IEJIbI0 KyMUPOBaHMs LIUTONEHUYECKOTO CHHIPOMA
[15,19,31].

4. Ha3naueHue mpemnapaToB >Kelie3a HEJIEUEHbIM MalMeHTaM ¢ Oosie3Hbo ['omie, Tak Kak
aQHEeMHUsI B OTUX CIIydasX HOCUT XapakTep «aHemuu Bocnanenus» [15,19,31].

5. Tlposenenue cruienskromun [15,19,31].

7.3 boJjae3nn I'omie 1 0epeMeHHOCTL

bonesnp T'ome He sBigeTCS NPOTHUBONOKA3aHMEM Ui HACTYIUIEHHS OEpEeMEHHOCTH.
[TnanupoBaTh 6G€peMEHHOCTSH lie1eco00pa3Ho Mocie AoCTHkeHud 1eneit neuenus bI'. Bompoc o
npopokeann 3®T Bo Bpems OepeMEHHOCTH W TPYAHOTO BCKAapMIIMBAHUS pEUIaeTcs B
UHJUBHyaJIbHOM IIOPSIKE C YUETOM COCTOSIHUSA NALUEHTKU U €€ NPUBEPIKEHHOCTHU K JICYCHUIO.
Benenne OepeMeHHOCTH  MPOBOJUTCS  ONBITHBIMU  BpayaMHU-aKyllepaMH-THHEKOJIOTaMU
COBMECTHO C BpadoM-remarojioroM. Crnoco0 poaopasperieHust ONpenessercs aKylepCKUMHU

TIOKa3aHHUSMH C YIETOM HAJTHYHS [IUTOTICHUH U COCTOSIHUSI CUCTeMBbI remocTtasa [111].

Kpurtepuu oneHKu Ka4ecTBa MeIMIUHCKOM MOMOLIH
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Z

Kpurtepun xauecrBa

YpoBeHb
10CTOBEPHOCTH
10KA3aTe/NbCTB

YpoBeHb
y0eauTeJTbHOCTH
peKoMeHaanunin

BrinonneHo HCCIICIOBAHKE Oera-
TITFOKOTICPeOpO3UIa3hI KIETOK  KpPOBH W/Wim
MOJIEKYJIIPHO-TEHETUYECKasl JMarHOCTHKAa OOJIe3HU
['ome — moumck mytauuii B rene GBA (Kommuiekc
WCCJIEIOBAHMM ISl AMArHOCTUKKU Ooje3nu ['omie mpu
MMOCTAaHOBKE JHarHo3a

BemonHen oO0mui (KIMHWYECKUH) aHaIu3 KPOBU
pa3BEPHYTHIN

BeImonHeHO yIbTpa3ByKOBOE HMCCIEOBAHUE OPTaHOB
OproIHOH MOJIOCTH (KOMILIIEKCHOE) WIn
KOMIBIOTEpHAsE TOMoOrpadus OpraHoB OpIONTHOU
TIOJIOCTH

HpOBCI[CHa KOHCYJIbTalluA Bpada-TpaBMaToJIora-
oproncaa npyu HAJIMYHUU MaTOJOT U KOCTHO-CyCTaBHOfI
CHCTCMBI

[IpoBeneHa  MarHUTHO-PE30HAHCHAs  TOMOTpadus
KOCTHOHM TKaHU (07Ha 00J1acTh) — OCIPEHHBIX KOCTEH,
MarHUTHO-PE30HAHCHasi ToMorpadusi CycTaBoB (OJUH
CycTaB) — KOJICHHBIX U Ta300€IPCHHBIX CyCTaBOB

[TpoBenen aHam3 KpOBH OMOXMMHYECKUIA
OOIIEeTepaneBTHUSCKUI:  HCCICIOBAHUE  YPOBHs
obmero OmMpyOrHa B KPOBH, MCCIIEIOBAHNE YPOBHS
OunupyOrHa CBS3aHHOTO (KOHBIOTUPOBAHHOTO) B
KpOBH, HCCJICIOBAHUE  YPOBHS OomMpyOonHa|
CBOOOJTHOTO (HEKOHBIOTHPOBAHHOI0), OMpPEIEICHUE
aKTUBHOCTH TaMMa-TIIOTaMHUITpaHc(epas3bl B KPOBH,
ompenelIeHue aKTUBHOCTH IesovyHor ¢docdarassl B
KPOBH, oTpeiesieHe AKTUBHOCTH
acrmapraTaMHHOTpaHc(]epa3bl B KPOBH, OMpEIeTeHUE
aKTHBHOCTH aJJAHMHAMHHOTpaHC(epa3bl B KpPOBH,
OTIpeNieNIeHue AaKTUBHOCTH JIAKTATACTHIPOreHA3bl B
KpPOBH, HCCIIEIOBaHNE YPOBHS 00IIero Oenka B KPOBH,
UCCIICIOBAaHWE YPOBHA  albOyMHHa B  KPOBH,
ornpezeneHue aNTbOYMHUH/TI00YTMHOBOTO
COOTHOIIEHUS B KPOBH, HCCIEIOBAaHHE YpPOBHSA
XOJIECTepUHA B  KPOBH, HCCICIOBAaHHE YPOBHS
TPUTTUIEPUIOB B KPOBH, HCCIEAOBaHUE YPOBHS
TJIIOKO3BI B KPOBU

[TpoBeneno nedenne GepMEHTHBIMU TIpeTiapaTaMu Ipu
HAJIUYMY TTOKa3aHUN. KIIMHUYSCKN 3HAUMMasl, CTOMKas
IMUTOIICHUA, KIIMHUYCCKUEC )41 paIII/IOJIOI‘I/I‘-IGCKI/IC
MIPU3HAKU MOPAKEHUSI KOCTEH; KIMHUYECKU 3HAaYMMasi
CIJIEHOMETanusl W/WIM TemaTOMErajus, CHUMIITOMBI
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HNOPAXEHUS JIETKMX W JPYTrUX J>KU3HEHHO BaXKHBIX|
OpraHoB, o0yclioBJIeHHbIE 00Jie3HbI0 [ o111e
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5. Bpauu-TpaBmMaToI0TH-OpTOIIE b,
6. Bpauu-renerukuy;
7. Bpauu-ncuxuarpsl.

MeT010J10THS_ CO0PA JI0KA3ATEILCTB

MeToabl, HCTIOJIb30BAHHBIE IS cO0OPa / ceJIeKIUM 10KA3aTeJbCTB:

. [Touck myOnukanuii B CHENHATM3UPOBAHHBIX MEPHOIUUCCKUX MEYATHBIX
U3IaHUAX
. [Touck B 3NeKTPOHHBIX 0a3ax JaHHBIX.

ba3snl JAHHbBIX, HCITI0Jb30BAHHBIX JJIsA c60pa / CCJICKIIMU JO0KAa3aTEeJIbCTB:

JlokazaTenbHOl 0a30il [uIsl peKOMeHJaUui SBJSIOTCS IMyOJIMKAallUM, BOILEIIINE B

KoxpaiiHoBckyto Oubnmnorteky, 6a3pl nanasix PUBMED u MEDLINE. I'myGuna mnowucka

cocrasirstia 30 ser.

Mertoabl, HCTIOIb30BAHHBbIE [IJIS1 AHAJIN3a J0KA3aTeIbCTB:

. 0O0630psI OMMyOIMKOBAHHBIX META-aHAJIN30B;

o Cucremarnueckue 0030pbl ¢ TAOMHIIAMH TOKA3aTEIbCTB.
MeToabl, HCII0JIb30BAHHBIE /ISl KAYeCTBA U CHJIBI I0KA3ATEJILCTB:

J KoHceHncyc skcnepToB;

o OrneHka 3HAYMMOCTH JIOKA3aTENbCTB IMPOBOJMIACE B COOTBETCTBUH CO
IIKaJOW OLIEHKH YpOBHEW pJocroBepHocTH jaokazatenscTB (YJ) s meronos
nuarHoctuku (Tabm. 2) u 1 MeTo0B NpodHUIaKTHKY, JedeHus U peadbumutanuu (Taou.
3).

Tabauna 2. [Ilkana olleHKH YpoBHEH JO0CTOBEpHOCTH Joka3zarenbeTs (Y 1J1) ms meronoB

JIMarHOCTUKH (IMAarHOCTUYECKUX BMEIIATEIbCTB)

YA

Pacumdponka

1

CuctemaTtrueckue 0030pbl HCCIEOBAHUIN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HITH
CUCTEMaTHYEeCKUil 0030p paHIOMH3MPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUN ¢

MNPUMCHCHUCM MCTa-aHaJIn3a

OT,Z[CJ'ILHLIG HCCIICA0BaHUA C KOHTPOJIEM pe(i)epeHCHLIM MCTOAOM HIJIM OTACIIHBHBIC
PaHAOMU3HUPOBAHHBIC KIMHHUYCCKUC HMCCIICAOBAHUSA W CHCTCMATHYCCKHUC O630pI)I
I/ICCJ'IC,I[OBaHI/Iﬁ JIF000T0 I[PI38.I>1H8., 3a HCKIIIOYCHHUECM PaHAOMU3UPOBAHHBIX

KIMHUYCCKHX I/ICCJICI[OBaHI/II\/JI, C IPUMCHCHUECM MCTa-aHaJIMN3a

HccnenoBanus 0e3 IMOCJICAOBATCIIbHOI'O KOHTPOJIA pe(l)epeHCHLIM MCTOJOM HIJIM

HUCCICA0BaHusg C pe(bepeHCHI)IM METOJAO0M, HE ABJIAIONMMCA HC3aBHCHMBIM OT
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HUCCIIEAYEMOI'0 METOJIa NJIM HEPAHAOMHU3UPOBAHHEIE CPAaBHUTCIIBHBIC UCCIICAOBAHM, B

TOM YHUCJIC KOTOPTHBIC UCCICAOBAHUA

4 HeCpaBHI/ITCHBHBIe HUCCIICO0BAaHNU, OIIMCAHNUEC KIIMHUYCCKOI' O Cliydas

5 Nmeercs nmumib 000CHOBaHME MEXaHU3Ma JCHCTBUS WIM MHEHHE SKCIIEPTOB

Tadauuna 3. lkana oneHkH ypoBHEH qocToBepHOCTH qoka3aTenbcTB (Y ) mis meTonoB
NpoPUIAKTUKH, JISUCHHUS U peabunuranuu (MpoPuIaKTHIECKUX, TeUCOHBIX, peaOUIMTAIMOHHBIX

BMEIIATEIbCTB)

Y Pacumdposka

1 | Cucremaruueckuii 0630p PKU ¢ npumenennem mera-aHanmsa

2 Otnensupie PKU u cucremarnyeckue 0030pbl HCCIEAOBAHUN IIOOOTO Au3aiiHa, 3a

ncximoueHrnem PKH, ¢ npumenenneM Mera-aHanusa

3 HepaH,Z[OMI/I3I/IpOBaHHBIe CpPaBHHUTCIIbHBIC HUCCICA0BaHMs, B T.4. KOT'OpTHBIC

HnCCiaca0BaHus

4 HeCpaBHI/ITeHLHHe HCCJIICAO0BAHUS, OITMCAHUC KIIMHUYCCKOTI'O ClIydas UJIh CEPpHUU CIIYyUacB,

HCCIIEIOBAHMSI «CITy4aii-KOHTPOIb

5 HMmeercs nuimb 000CHOBAaHHME MEXaHHM3Ma JEHUCTBUS BMeEIIaTEIbCTBA (,ZLOKHI/IHI/I‘IGCKI/IC

I/ICCJ'ICIIOBaHI/Iﬂ) HJIM MHCHUEC SKCIICPTOB

Onucanue METOAMKH aHAJIHM3A J0KA3aTEJILCTB H Pa3padOoTKH PEKOMEHJAL U

Ilpu otbope mnyOnaukauui, Kak MNOTEHIHAIbHBIX HCTOYHUKOB JIOKA3aTENbCTB,
HCIOJIb30BAHHAS B KaXKJIOM MCCIIEI0BaHUU METOJOJIOTHSI U3y4anach Ui TOTO, 4YTOObI yOeUThCS
B COOTBETCTBUU €€ IPHUHLUIIAM J0Ka3aTeIbHOW MEIULUHBL. Pe3ynbTar HM3ydeHMs BIMsUI Ha
YPOBEHb JI0Ka3aTeIbHOCTH, IPUCBAUBAEMbIN TyOIMKaAIlMU, YTO B CBOIO OYEpEb BIUSET HA CUILY,
BBITEKAIOIINX U3 HEE PEKOMEHIALINN.

Merononornyeckoe  u3ydeHune  (OKycHpOBaJOCh Ha  OCOOCHHOCTSAX  Ju3aiiHa
HCCIIEIOBAHMsI, KOTOPBIE OKa3bIBAIIM CYLIECCTBEHHOE BIIMSHHE HAa KAadeCTBO pE3yJbTATOB U
BBIBOJIOB.

C uenpl0 HCKIIOYEHUS BIMAHUSA CYOBEKTUBHBIX (DAKTOPOB KaXKJI0€ HCCIIEA0BaHHE
OLICHUBAJIOCh HE3aBUCHMO, KaK MHHUMYM JIBYMs HE3aBUCHUMBIMU YJIE€HAMU AaBTOPCKOrO
KOJIJIEKTHBA. Pa3nuuust B oleHKe 00CYXJaluch Ha COBELIAHMUAX padouyeil Ipymmbl aBTOPCKOIO
KOJUIEKTUBA JAHHBIX PEKOMEHIALUMN.

Ha ocHoBaHMM aHaiM3a J0KA3aTENIbCTB MOCIENI0BATEIbHO OBbLIM Pa3pabOTaHbI pa3/ielibl
KJIIMHUYECKUX PEKOMEHJAUUl C OLICHKOM CWIBI B COOTBETCTBUU C PEUTHMHIOBOM CXEMOU

pexkoMeHanuii (Tadi.3).
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Mertoapl, UCTIOJIB30BAaHHBIE JIJ1s1 (DOPMYITUPOBAHUS PEKOMEHIAITUI:
e KoOHCEHCYC IKCIEPTOB;
e OreHka 3HAYMMOCTH PEKOMEHAIIMNA B COOTBETCTBUU C PEUTHHTOBOM CXeMOM (Talur.
4).
Tabdauna 4. llkanma orneHku ypoBHeH yOemuTenbHOCTH pexkomeHpanuii (YVYP) s
METOAOB MPO(QWIAKTUKU, AMATHOCTHKH, JIeUeHHs M peadwimuranu (IpopHIaKTHIECKUX,
JTUArHOCTUYECKHX, JICUSOHBIX, PeaOMINTaIlMOHHBIX BMEIIIATEILCTB)

YYP Pacuiugposka

A CunpHast pekoMeHAalus (Bce paccMaTpuBaeMble KpUTEPUH I(PGEKTUBHOCTH
(ucxopl) SBISIOTCS Ba)XHBIMHU, BCE HCCIEIOBAHUS HWMEIOT BBICOKOE WIIH
YAOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOE  KadecTBO, MUX  BBIBOABI IO

HHTCPCCYIOIM UCXO0OdaM ABJIAIOTCA COI‘JIaCOBaHHBIMI/I)

B VYcnoBHas pekomeHaaius (He Bce paccMarpuBaeMble KpuTepuu 3G peKTuBHOCTH
(ucxompl) SIBIAIOTCS Ba)XHBIMU, HE BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIILHOE METOJOJIOTHYECKOEe KadeCTBO W/MJIM HMX BBIBOABI 10

HHTCPCCYIOIIUM UCXOOaM HE ABJISIFOTCA COFHaCOBaHHLIMI/I)

C Cnabas pexoMeHaIus (OTCYTCTBUE I0Ka3aTEIbCTB HAIISKAIIEero KauecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3(H(HEKTUBHOCTH (MCXOMBI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIIEIOBAHUS UMEIOT HU3KOE METOA0JIOIMYECKOE KaYECTBO U UX BBIBOJIBI 110

HHTCPCCYIOIIUM UCXOAaM HE ABJISIIOTCA COFJIaCOBaHHLIMI/I)

OxoHuaTeJbHasI pelaKIHsA

Jlis OKOHYaTenbHOW pEeAaKIMH M KOHTPOJS KayecTBa PEKOMEHJAlWU OBLIM MOBTOPHO
IIPOAaHAIM3UPOBAHBI WIEHAMH aBTOPCKOI0 KOJUIEKTHBA, KOTOPHIE IPUILLIHN K 3aKII0YEHHIO, YTO BCE
CYIIECTBEHHbIC 3aMEYaHWsl W KOMMEHTapUU DHKCIEPTOB IPUHATHI BO BHHUMAaHHUE, PHUCK
CHCTEMAaTUYEeCKHX OIIMOOK MPH pa3paboTKe CBe/IeH K MUHUMYMY.

IHopsinok 00HOBIEHHS KINHUYECKHX PEKOMEHAaL Ui,

MexaHu3M  OOHOBJIEHUS  KIMHUYECKHX  PEKOMEHJALUH  IMpeaycMaTpuBaeT  UX
CHUCTEMATUYECKYIO AKTyAJIN3aLUI0 — HE PEKE YEM OJMH Pa3 B TPU roja, a TAKXKE IPU NOSIBICHUU
HOBBIX JAHHBIX C IMO3HMIMM JI0KA3aTEJIbHONM MEAMIIMHBI 10 BONpPOCAM IMArHOCTHKH, JIEUEHUS,
NpopUIAKTUKH W peadWIMTAllid KOHKPETHBIX 3a00JIeBaHWM, HAIWYUU O0OOCHOBAHHBIX

JIONIOJTHeHM/3aMedanuil k paHee yTBepkaAEHHbIM KP, HO He yame 1 pa3a B 6 Mecsiies.
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Ipunoxenue A3. CipaBo4HbIe MaTepPHAJIbl, BKJIOYAas COOTBETCTBHUE
NMOKAa3aHMi K MIPUMEHEHNI0 U MPOTUBONOKA3aHUIl, CIOCO00B NPMMEHEHHS U
103 JIEKAPCTBEHHBIX NPENapaTOB, HHCTPYKUMHU M0 PUMEHEHHIO

JEKAPCTBCHHOI'O IMpemaparTa

Her.
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IHpuiaoxenue b. Anropurmbl JelicTBUI Bpaya

AJ'IFOpI/ITM BCACHMA IMallUCHTA C Ooie3nbio 'omre

MauueHT c Nogo3IpeHHem
Ha DonesHe MNowe

OMarHocTuea

MpooonxeHue
OHArHOCTHYECKOro
NOWCEA B PAMKAX APYIMx
BOZMOMHBLIX
zabonesaHui

Na
Ouardoz nogreepsaeH?

EcTb
noxaszaHua
KE3DT?

Haznavyenue 30T
MOHMTOPMHI

COCTOAHWA
NaLMeHTa, He
nomy4arowero 3OT

MOHWTOPMHI
COCTOAHMA
MauMeHTa,

nomny4aruwero 3OT
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HMpunoxenue B. Undopmauus 115 nanueHTOB

B ocHoBe 0oJie3Hn I'omre siexxUT HacleACTBEHHBIH NePULIUT aKTUBHOCTH (epMeHTa [3-
TIIIOKOLIepeOpO3uAas3hl, YYacCTBYIOIIETO B IepepaboTke MPOAYKTOB KJIETOYHOro MeTabonu3ma
(oOmena BemiecTB). B pesynbrare HEZOCTaTOUHOW AKTUBHOCTU ATOTO ()epMEHTA B KIIETKAX -
«mycopmukax» (Makpodarax) HaKarJIMBarOTCs HerepepaboTaHHBIE «OTXOMAbD) METab0IM3Ma, U
KJIETKH TPUHUMAIOT XapaKTEpHbIM BHUJ KIETOK l'ome WM «KIeTOK HakomieHus». Kierku,
MIEPETIOTHEHHbBIE «OTXO0JIaMH MPOU3BOJICTBA» HAKAIUIMBAIOTCS, KaK Ha CKJIaJ€, BO BHYTPEHHHX
OpraHax, CHadaja B CEJI€3€HKE, 3aT€M B [IEUEHH, KOCTSIX CKeJleTa, KOCTHOM MO3T€e, JIETKUX (0TCro1a
TEPMHUH - «00JIe3Hb HaKOIUIeHUs»). bosesns ['omie BcTpevaercs ¢ yactoroit ot 1: 40 000 o 1: 60
000 y npencraBuTeneil Bcex 3STHUUECKUX TPYIII; B NOMYJIALMU €BpeeB AIIKEHa3H 4acToTa 3TOTr0
3aboneBanus gocruraet 1:450.

OcHoBHbIe TIpOsiBIeHUsI 0osie3HH I['ome O0O0ycCIIOBIEHBI HAKOIUIEHWEM KJIETOK,
MEPETPYKEHHBIX «IUIAKaMW», U HapylleHHeM (pyHKUMM 3TUX KiIeToK. HakomiieHue KieTok B
pa3IMUYHBIX OpraHax NPUBOJUT K YBEIWYCHHIO HX pa3MepoB (Cene3eHKa, IMeYeHb) WU/WIH
HapyIIEHUIO CTPYKTYPHI U GYHKINHU (KOCTH, KOCTHBIM MO3T, Jierkue). HapyieHue paboThl KII€TOK
(MakpodaroB), meperpyXKeHHbIX [UIaAKAMH, HMEET CIIEJCTBHEM pa3BUTHE MaJOKpPOBUS,
KPOBOTOYMBOCTH, UCTOLLEHUS, XPYIIKOCTH KOCTEH, O0JIEBBIX KPU30B. JTO CBA3AHO C TEM, UTO KPYT
«mpodeccUOHANBHBIX 00s3aHHOCTE» MakpodaroB B OpraHU3Me YelIOBEKa OYeHb HIMPOKUN U
BKJIIOYAET PEryJsLUI0 MHOTHUX >KU3HEHHO BaXKHBIX MPOLIECCOB: KPOBETBOPEHUS, CBEPTHIBAHUS
KpOBH, OOMeHa KOCTHOM TKaHM u np. Haubonee TUNUYHBIMU mposiBiIeHUAMU Oomne3nu ['omre
CIIy’)KaT YBEJIIMYEHHE pPa3MEPOB CEJIE3CHKH U TIEYCHM, PAa3BUTHE aHEMHUH, TPOMOOIMTOIECHUH,
XpOHUYECKHE 00N B KOCTSIX MJIM PAa3BUTHE BHE3AIMHBIX MPUCTYIIOB CHIIBHEHIINX 00JIei B KOCTAX
(xoctHple  kpu3bl).  llocinenHue — cOmpoBOXKIAIOTCS — JIMXOPAaAKOM M MECTHBIMH
OCTPOBOCHAIUTEIbHBIMU  SIBICHUSIMHU (OTEK, MOKPAaCHEHHE), HAMOMHUHAIOIIMMU KapTUHY
ocreomuenuta. Pexxe 00ie3Hb MOXKET BIEPBBbIE MPOSBUTHCS IEPEIOMOM KOCTHU BCIIEACTBUE
HE3HAYUTENbHOU TpaBMbI. [lopaxkeHne KoCcTel 3a4acTyo NPeACTaBIsET OCHOBHYIO KIIMHUYECKYIO
npobJeMy W MOXKET NMPHUBECTH K TSKEIOW HMHBAIMAM3AUU (00€31BMKEHHOCTh BCIIEACTBUE
MHOTOYMCIICHHBIX  MAaTOJIOTMYECKUX  TepeloMoB, JAedopmanuu KOCTed U CYCTaBOB,
HE00XO0IMMOCTh 3aMEHBI pa3pyIIEHHBIX Ta300€PEHHBIX WM TIEYEBHIX CYCTaBOB).

JAuarno3 OoJsie3nu I'omie ycraHaBiamBaeTcs Ha OCHOBAaHUM OMOXMMHYECKOTO aHAIHM3a
aKTUBHOCTH MapKepHOro akTuBHOCTU [-D-rmokonepedpo3ugasel B JeHKOLIMTaX KpPOBH.
CHmwxenue ¢epmenta MeHee 30% OT HOPMalIbHOIO YPOBHSA MOATBEPXKAAET AHATHO3.
Taroke nuarno3 6osie3nu ['ome MOXKHO YCTAaHOBUTH C MOMOILBIO MOJIEKYJISIPHOTO aHAJIM3a T'eHa

TJTFOKOLIEPEOpO3H,1a3hl.
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Jleuenue Oousie3Hn I'omie 3aKkirOyaeTcss B HAa3HAYEHUHM 3aMECTUTENILHON Tepanuu
(hepMEeHTHBIMH MIpenapaTaMu, MOTYYSCHHBIMU C IIOMOIIBIO T€HHO-MHKXEHEPHBIX TEXHOJIOTHIA.

Heaun JedeHuss — TpeaynpekKIeHUE HEOOPATUMOTO TMOPAKEHHS KOCTHO-CYCTaBHOMU
CUCTEMBbl W JIPYTUX >XHU3HEHHO BaXXHbIX OpraHoB (II€YEeHb, JETKHE, MOYKH); perpecc WIn
ocnabjeHue IUTONEHUYECKOI0 CHHIPOMA, COKpAIleHHE pa3MEpoB Celle3eHKH U nedeHu. [Ipu
JOCTHKEHUH TIOCTaBJICHHBIX IIeTiell Ha3HavaeTcs MoJep)KUBaroliee JedeHue B jaose 7,5-15
En/kr/uadysust (mOXku3HEHHO). 3amecTHTeNnbHas QepMeHTHas Teparmus Oonesnu [ome —
HCKIIFOUUTENIBHO JIOPOrOCTOsIEE JIEYEHUE, KOTOPOE€ BO BCEX pa3BUTHIX CTpaHax MUpa
o0ecrieunBaeTcsl CHEIUAIbHBIMU TOCYJapCTBEHHBIMH HporpammamMu. llamueHtsl mnomyvaroT
neuenue OecruiatHo. B Poccuiickoit @expepanuu OecryiaTHas 3aMecTUTENbHAs (hepMeHTHas
Tepanus 6one3nu I'omie crana noctynHoi ¢ 2007 rosa B paMKax nIporpaMMsl «7 HO30JIOTUI».

Konrakrsbl:

OI'bY «HMMUII remaronorun» Munsgpasa Poccun

Hay4yHo-kanHu4eckoe otaejieHue opdaHHbIX 3200/ 1eBaHNI

Ten: 8 (495) 612-4332

8 (495) 612 -4402

8 (903)719-9933

Email: nko-orb@mail.ru

IManueHTCKUE OPraHu3aum:

Me:xkpernoHanbHasi 0J1aroTBOPUTEIbHAsA O0LECTBEHHAS] OPraHU3alUsl WHBAJINI0B
«Co103 MaNMEHTOB U NAMEHTCKUX OPraHU3anMii M0 peaKnuM 3a00/1eBaHUSIMD)

Pabouas rpynna no 6os1e3uu IN'omre:

KonbixanoB Anekceii boprucoBuu:

Ten 8(917) 325-1777,

Email: alex sar-silver@mail.ru

http://vk.com/gaucherspiporz

BeO-caitt http://spiporz.ru/
+7 499 270-35-20
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Ipunoxenune I'1-I'N. IlIkanbl OLeHKH, BONPOCHUKH U JPyrue OLeHOYHbIE
HHCTPYMEHTHI COCTOSTHUS MALMEHTA, IPUBEACHHBbIC B KIMHUYECKHUX

PEKOMEHIAUAX

Her.
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