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17 anpens ormeuyaetrcsi BcemupHblii 1eHb remoduinn. Jlata npuypodeHa ko aHio poxaenns ®ponka IllHaiidenss — ocHoBaTe s
Bcemupnoii denepanuu remoduinu. U B 3TOT 1€HDb U B IpyrHe THA MEIMIMHCKAS 001eCTBEHHOCTh PH3BAHA NPUBJIEKATh BHUMAHUE
K mpodJieMaM JIioJieil, CTPAJAI0IUX HAPYIIEHHSIMU CBEPTHIBAEMOCTH KPOBH — OJIHOIi U3 HEHTPAJIbHBIX B remaTtosiornu. ['emodmms,
XOTs1 ¥ OTHOCUTCS K Hau0oJjiee pacnpocTpaHEHHbIM reHeTHYECKH 1eTePMUHUPOBAHHBIM HAPYLIEHUSIM CBEPTHIBAHUSI KPOBH, CUMTA-
eTcs penkuM (opdanHbiM) 3a00s1eBanneM. boJe3nb MaHudecTUpyeT B paHHEM IeTCKOM BO3pacTe, MMeeT KJIMHUYECKH IBa Hanboiee
PacpoCTPaHEHHbIX BapuaHTa 3a0oJeBanus: reMopuausa A u remoumna B. InarHoctuka TpeGyeT 0053aTeIbHOTO reHETHYECKOTO
MOATBEPKAEHHS JIHOO0 JTa00PATOPHOTO MOATBEPKIEHNs CHIZKeHusl KonnenTpamun ¢akropa VIII xns remodnmum A u dpakropa I1X
st reModunu B. Baenpenue B nociieiHue roipl B NPAKTHKY 0T€YECTBEHHBIX PEKOMOMHAHTHBIX (haKTOPOB CBEPTHIBAHUS MO3BO-
JILJIO B 3HAYMTEJIbHOI CTENeH! ONTUMU3MPOBATD 3AMECTUTEJIbHYIO TEPANuI0 Y 00JbHbIX reModuiineii 1ereii, a B yCJIOBUAX HapacTa-
IOMIUX 3aNaJHBIX CAHKIMII 00ecneunTs aeTeii Poccuu HeoOX0MMMbIMH CpeICTBAMH YPreHTHOM OMOIIM U NPOHIAKTHKH, HE YCTy-
NAOMUMH JTYYIIUM 3apy0exHbIM aHanoraM. HoBble NPUHIMNBI Tepanuu, PAJUKAJIbHO MEHSIOIME TAKTUKY BeJeHHs, BKIIOYAIOT
HedakTOpHbIE MpenapaThl ¥ BADMAHTHI TeHHOM Tepanuu Kak i reMouimg A, Tak v Ui remogpuinu B.

Karoueswte croea: demu, ecemogpunusi, uneubumop, 3amecmumensHas mepanus, HepaKkmopHoie NPenapanmbi.
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April 17 marks World Hemophilia Day. The date is dedicated to the birthday of Frank Schnabel, the founder of the World Federation
of Hemophilia. And on this day and on other days, the medical community is called upon to draw attention to the problems of people
suffering from blood clotting disorders — one of the central ones in hematology. Hemophilia, although one of the most common genet-
ically determined blood coagulation disorders, is considered a RARE (orphan) disease. The disease manifests itself in early childhood,
clinically has two of the most common variants of the disease: hemophilia A and hemophilia B. Diagnosis requires mandatory laboratory
confirmation of the genetic absence or decrease in the concentration of FVIII for hemophilia A and FIX for hemophilia B. In recent years,
the introduction of domestic recombinant coagulation factors into practice has made it possible to significantly optimize replacement
therapy in children with hemophilia, and in the context of increasing Western sanctions, to ensure children of Russia with the necessary
means of urgent care and prevention, which are not inferior to the best foreign analogues. New therapy principles that are actually
changing the principles of treatment include non-factor drugs and gene therapy options for both hemophilia A and hemophilia B.
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OTKDHTI/IC B 1939 r. anTMreMOMUIBLHOTO TJI00YJIMHA,
Ha3BaHHOTO BIOCJICACTBUM  (haKTOPOM  CBEPTHI-
Banust VIII (FVIII), nmpuseno K oco3HaHWIO HEOOXO-
MUMOCTH 3aMECTHUTENILHOM Tepamuy TPU TeMOMbVIIHN.
3a 3TUM OTKPBITHEM TIOC/IENOBala SBOJIIOIINS METOIOB
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teparmuu nepuunta FVIIL: oT BBemeHus menbHOM KpOBU
WIN TIIa3Mbl 10 MCIIOJIb30BAaHMUSI COBPEMEHHBIX PEKOM-
OouHaHTHbIX TipeniapatoB FVIII  mposoHrupoBaHHOTO
nercTBus. Hanmune HOBBIX MpenapaTtoB UIsl JICUEHUS
remMoWInu A U ee UHTMOUTOPHOI (DOPMBI TPeOYIOT UeT-
KO KJIMHUYECKON OlLIEHKM COCTOSIHUS TallMeHTa, Tpu-
MEHEHMSI MHIVMBUIYaTM3MPOBAHHOTO TTOX0/Aa K BHIOOPY
TepaIrnu U ee KOPPeKIIMU, MOHUTOPUPOBAHUS d(HEKTUB-
HOCTU U 0e30T1acHOCTU Teparnuu. TeM He MeHee TOoTpeod-
HOCTH TTalIMeHTOB pacTyT, 6ojiee 90% B3pOCIBbIX MaIUeH-
TOB TTO-TIPEKHEMY XOTeJIU Obl YIYUIIUTh KAueCTBO XXU3HMU.
ViyuiieHne KauecTBa XU3HU JOCTUTACTCS] YMEHbIIIEHUEM
YacTOTHl BBEIEHMS IIperiapaToB Ha (oHe Oosiee Kaue-
CTBEHHOI1 JTa0OPaTOPHOI OLIEHKM COCTOSTHMSI TeMOCTa3a.
Bce a0 00ycnoBnMBaeT akTUBHOE y4yacTue 00po-
BOJIbLIEB B UCIBITAHUSX TPWUHLIMITAATLHO HOBBIX TIpe-
napatoB. [losiBneHue mMeTomoB HedaKTOPHOU Tepanuu
¥ pa3BUTHE TeHHOW MHXEHEPUH CTaBAT Tiepe] MeIUKaMKI
3aKOHOMEPHBIN BOMPOC: KAKOBbI MEPCIIEKTUBBI KJIACCU-
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YeCKOro JIeYeHUsI TeMODUINN ¢ MPUMEHEHUEM KOHIIeH-
TpatoB dakTopoB? OCOOEHHO 3TO KacaeTcs IaleHTOB
C MHTMOUTOPHOI (opMoil reMobuium A, sl KOTOPBIX
yJIy4dllleHWe pPe3yJIbTaTOB JIEUeHUSI BO3MOXHO TOJBKO
MPU TMOJIHOM 3paarKaluu MHTMOUTOpOB [1].

dnuaemuonorus

PacrnipoctpaHeHHOCTh reModuUInNK cocTasisieT 6—15
Ha 100 TeIc. meTckoro HaceyeHus. bojee 80% Bcex ciy-
yaeB reMouinum — O5TO BUI 3a0ojieBaHUS THUIIA A,
KOTOPBI TIPU3HAETCS «KJIACCUYECKOW TeMOMWIHNe».
Ha remodnnuio Tuma B mpuxomutcst mout 20% Beex ciny-
yaeB 3a00JeBaHMs. PaHee BBIIESISUIN TaKKe TeMOMUITAIO
tuna C (6one3Hb PoseHrans), oOycioBiIeHHYO Aedu-
utom XI ¢pakropa cBepThiBaHUs. Tak Kak 3TOT BApuaHT
CYILIECTBEHHO OTIMYaeTCs OT TUIOB A 1 B 1o KimHu4e-
CKUM TIPOSIBJICHUSIM M TATO(PU3UOIIOTUM, OH BbIAEIEH
B OTJIEJbHYIO HO30JIOTHIO U B HACTOSIIIIEEe BPeMsT HE CUU-
TaeTCsl BAPUAHTOM reMOMWIIAMN.

leHeTuka

I'ennl, xomupytomue ¢akrtopsl cBepTbiBaHust VIII
n IX, nokamu3yloTcss B IHUCTAIbHOM YacTU (-TIieda
X-xpomMocombl. ['eHbI pacrojioXeHbl OYeHb OJMU3KO.
Hna FVIII ato obGnactb, yclOBHO Ha3biBaemasi X(28,
a ma FIX — aro yuactok Xq27.1-27.2. CoueraHHasi
reMoUIns WIM TIEPBUYHOE CHUXEHUE aKTUBHOCTU
FVIII u FIX BcTtpeuaercs uckiouyuTeabHO penko. ['eH
FVIII 6b1n1 otkpeiT B 1984 T., 4TO MO3BOJIMIJIO CO31AaTh
KOHIIEHTpAT Ha OCHOBE MOJIEKYJISIPHBIX TEXHOJOTHIA.
Konuenrpar pexkomounantHoro FVIII cran nocry-
neH ¢ 1992 r., konueHtpar FIX — ¢ 1998 r. [lokazaHo,
YTO MPU MYTALUSX B JIETKOW LMW PUCK Pa3BUTHSI WHTU-
ouTopHOIT (opMBbI B 2 pasa BbIllIe, YEM TPU MYTaLUSIX
B Tsikestoit merm FVIII [2].

I'emodumeit GoneloT MaJbUMKU, XOTS €CTh HaH-
HbIE Y O TeMOMUINU Y eBOYEK, POTUBIINXCS B CEMbSIX,
rme Mama — HOCUTeIb TeHa TreModWwInuu, a mara
oonen remodunmeii. I'emodpunmmuss A n B Hacnmemyercs
MO pelecCMBHOMY TUIy. HocuTenssmMu TaTojiornye-
CKOTO TeHa/KOHIYKTOpaMu CJIyXaT Jo4epyu OOJIbHOTO
reMouIneii, BEpOATHOCTb POXICHUS Y HUX GOJIBHOTO
pebenka (cbrHa) cocrtaBisier 25%. T.C. Beckoposaii-
Hast 1 coaBT. [3] B 2018 . mpenacTtaBuiIM pe3yiabTaThl
MOJIEKYJISIPHO-TEHETUUECKOTO 00C/IeIOBaHUS JI€BOYKH
¢ KIIMHUYECKUMU TIpU3HAKaMU TeMopuiInu A cpeaHei
TSKECTU — 3TO TiepBoe B Poccuu onrcanue Moiaekysip-
HBIX MPUYUH TeMOMWINN Y TTAlIMEHTKH KEHCKOTO TMoJa.
Criopamn4ecKy BCTPEUYAIOTCsI BPOXKIeHHBIE (DOPMEBI 3200~
JIEBaHUs, TIPU KOTOPBIX Y GOJIBHBIX JIeTeil OTSITOIICHHAS
HAcCJIeICTBEHHOCTh OTCYTCTBYET.

Ilpuobpemennas eemogpuaus — peaKoe ayTOUMMYH-
Hoe 3aboJieBaHME, XapaKTepusylolleecsl IOSIBICHUEM
nHruouropa ¢akropa ceptbiBaHust VIII, BbisiBaseTcst
cyacrortoii ot 1 1o 1,5 cirydast Ha 1 MJTH HaceJIeHUs B TOJI
cpenu 6oJIbHBIX, BKIIOUeHHBbIX B peructp EACH2 (Euro-
pean Acquired Haemophilia Registry): omyxosneBbie 3a00-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

JIeBaHUSI (COJTMIHbBIC OITYXOJIU, 00JIE3HU CUCTEMbI KPOBH),
MOHOKJIOHaJIbHAsl TaMMariaTusl HesSICHOTO TeHe3a, ayTo-
WUMMYHHbBIE 3a0oJieBaHMSI (CHCTeMHasl KpacHasli BOJ-
yaHKa, peBMaTouAHbIi apTput, cuHapoMm IllerpeHa,
aHTudochHOMMNUIHBIN cUuHIpoM U1 ap.). MHrubutopHas
reMouINs MOXET OBITh aCCOLIMUPOBaHa ¢ OepeMEeHHO-
CThIO, TIPUEMOM JIEKAPCTBEHHBIX MperapaToB, ¢ UH(EK-
UMY, KOXKHBIMU 3a00JIeBaHUSIMU [4].

MNaTtodusuonorua remopunum

®akTops! cBepthiBanus VIII u IX dopmupyior kom-
Tiekc ¢ ochonunuaaMyu M KajibliieM, aKTUBUPYIOIITUM
dakrop X (FX). In vitro FX aktuBupyercsl KOMITIEK-
com FVIII u FIX wimm tKaHeBbIM hakTOpoM U (hakTo-
pom VII (FVII). In vivo XxoMmruiekc TKaHeBOro (hakTopa
n FVII aktusupytor FIX, 3amyckast mpoliecc cBepThiBa-
Hus [5]. CHuxenue B KpoBu KoHueHTparmu FVIIT n FIX
Hapymaetr | a3y cBeprthiBaHus KpoBu. KpoBoTeueHUst
y OOJbHBIX TeMO(MuIneil HOCIT OTCPOUYEHHBIN XapakKTep
U pa3BUBAIOTCS OOBIYHO Yepe3 1—4 4 mociie TpaBMbl. DTO
00YCJIOBJICHO COXPAaHHOCTBIO (DYHKIINIT aATe3n 1 arpera-
LIUM TPOMOOIIMTOB, 00ECTIEUMBAIOIIMX BPEMEHHBIN TeMO-
cTa3 3a cueT o0pa3oBaHUsI TPOMOOIIUTAPHOMN MPOOKMU.

MonekynsipHast CTpyKTypa (haKTOpPOB CBEpPTHIBAHUS
VIII u IX pacummdposana. Tak, FVIII coctout us ner-
Ko# 1enu, BkiIovatoieir nomeHsl A3-C1-C2, u tsxe-
JIoi 1enu, BKIMOUarouiein noMeHsl Al-A2-B. Myrauuu
B reHax, komupytomux FVIII u FIX, npusoast nubco
K neduuuty 3TX (HakTopoB, JUOO K HaApYHIEHUIO WX
¢yHK1UM, POopMUpPYETCS COOTBETCTBEHHO JIMOO TeMohu-
st A, nu6o remodunust B.

ITpu Tsxenoit popme reMopunnu y 5—10% GONBHBIX
B pe3yJibTaTe 3aMeCTUTEJIbHOI Teparuu pa3BUBAETCS TakK
HasbIBaeMasi MHrMouTopHasi popma. MHruGuTOpHl — 3TO
BbICOKOCTIEIIM(UIHBIE aHTUTENa, OTHOCsMecs K [gG4.

KnuHuyeckas kapTuHa

OCHOBHBIMU TIpU3HakKaMu TeMobuinu A u B,
KOTOpbIe Majl0 4eM OTJIMYAIOTCS, CIyXaT KpOBOTeue-
HUST W KPOBOMB3IUSHUS, BO3HUKAIOIIME CITOHTAHHO
WU BCJIEACTBHE TPaBM. Y HOBOPOXIECHHBIX JETel Mpo-
SIBJICHUSAMU TeMOMDWINU CIIyKaT UITUTETbHOE KpPOBO-
TeyeHWe W3 TYIMOYHON paHKU, MOAKOXKHBIE TeMaTOMBI,
KedayoreMaToMbl. Y JeTeil MepBOro roja XKM3HU Kpo-
BOTEUEHUST MOTYT OBITH CBsI3aHBI C TpOpe3bIBAaHUEM
3y0oB, omepauusMu. OcCTpble Kpas MOJIOYHBIX 3y0OOB
MOTYT CTaTh MTPUINHON MPUKYCHIBAHUS SI3bIKA, TYO, IIEK
W KPOBOTEYEHUI U3 CIM3UCTHIX 000J0YEK MOJOCTH pTa.
OpHako B TPYOZHOM BO3pacTe TreMOMuians MaHU(peCcTH-
pPYET PeIKo B CBSI3U C TEM, YTO B MAaTEPUHCKOM MOJIOKE
COMEPKUTCS JOCTATOUHOE KOJTMIECTBO TPOMOOKMHA3BI —
aKTUBHOTO (DepMeHTa, CITOCOOHOTO YIy4lllaTh CTPYKTYpPY
KPOBSTHOTO CTYCTKa.

Puck mocTTpaBMaTUYeCKMX KPOBOTEUEHMIT BO3pac-
TaeT BO BTOPOIi MTOJIOBUHE MEPBOTO WIIM Havyaje BTOPOTO
rojia XXU3HU, Koraa peOeHOK ¢ BPOXKIACHHBIM Ie(ULIUTOM
CBepTHIBAIOIINX (PAKTOPOB KPOBU HAUYMHAET BCTaBaTh
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Tpuzopves K. 1. u coaem. Temounus y neteit — cCoBpeMeHHbIE MapaurMbl JJe4eHUs M TPOPUIAKTUKY

u XomuTh. PopuTeneit HauMHAWOT BOJHOBAaTb MHOXeE-
CTBEHHbBIE «CUHSIKW» TTOCJIe TpaBM/0e3 BUIMMbBIX TPaBM,
IJTATEJIbHbIE KPOBOTEUEHUS TTOCIE B3SITUSI KDOBU Ha aHa-
JIN3, U3 Y3[CUKM SI3bIKa TMPU Tulaue, MPU 3KCTpaKLIUU
3y0OB, TeMaTOMbl Ha MeCTe€ BHYTPUMBIIIEYHBIX U BHY-
TPUKOXKXHBIX THBEKIIN.

Jlnst nmereil cTapiie roma XapakKTepHbl MacCUBHBIE
KPOBOUBIUSAHUSI B KOXY (3KXMMO3bI); TTOAKOXHYIO
KJIeT4aTKy (reMaToMbl) M CyCTaBbl (reMapTpo3bl), Tpe-
UMYILIECTBEHHO KPYITHbIE — KOJICHHbIE, IOKTEeBBIE, TOJIe-
HOCTOIHBIE, TIIeUYeBbIe; HOCOBbIE KpoBoTeueHus. Kpo-
BOTEUEHMSI BO3HUKAIOT TIPU HAPYIIEHWM LEJTOCTHOCTU
KOXHBIX TTIOKPOBOB 1 CJIM3UCTHIX obojiouek. [Tpu remap-
Tpo3e Ha (hoHe pe3KUx OoJjiell oTMeuaeTcsl HapylleHHe
MOABMXXHOCTU B cycTtaBe. [locTpamaBiimii cycraB yBe-
JIMYeH B 0oO0beMe, KoxXKa HaJ HUM CTaHOBUTCS TEIUIOn
Ha o1ryrb. OMHOKpaTHOE KPOBOM3JIMSIHUE B CYyCTaB Tpe/-
pacriojiaraeT K MOBTOPHBIM KPOBOUBJIMSIHUSIM B 3TOT 3Ke
cycTaB HM3-3a BocmajauTeabHoro mpoiiecca. CosmaroTcst
YCJIOBUSI pa3BUTHUS TeMOMWINYECKON apTporaTun (Xpo-
HUYECKWII CHUHOBUT), XapaKTepU3YIOIIEcs, MOMUMO
00JIeBOTO CUHIpOMA, TIOTepell nuara3oHa IBUKEHUI
U MBIIIEYHON aTpodueil, 3HAYUTETbHBIM CHUXEHUEM
KayecTBa XMU3HU. OOLIMPHBIE TeMAaTOMBbI, B TOM YHCIIE
BHYTPUOPIOIIHBIE, MOTYT TIPUBOAWUTH K KOMIIPECCUU
OKpYXalllMX TKaHel, Hapyliass QYHKIIMU BHYTPEHHUX
OpraHoB U KOCTeil (KOCTHAsI TICeBIOOIYXOJIb).

Bce netu ¢ remodumeii BXoasT B rpyTily pyucka pas-
BUTHSI MapeHTEpaIbHbIX MH(MEKIINIA: BUPYCHBIE TEIaTUThI
B, Cu D, BUY-undexuus u ap.

OwnarHocTtuka

B nuarHocTtuke reMouIMM UMET 3HaYeHUe JaH-
HbIE aHaMHe3a, B TOM 4YHCJIe HACJIeJCTBEHHOTO, TIla-
TeIbHO coOpaHHBIE TMPU3HAKU TEeMOpPParm4eckKoro
CUHIpOMa, HO IIEHTPAJbHOE MECTO TPUHAIJIEKHUT OTpe-
neJIeHu0 B KpoBU KoHIleHTpanuu ¢dakropoB VIII u IX.
JlnarHocTuyeckre KpuTepuu reMouianm ciaeayromme.

o ['eMaTOMHBII TUIT KPOBOTOUMBOCTH OTCPOYEHHOTO
XapakTepa.

o OTsroiieHHasl HaCAeACTBEHHOCTD (MCKIIIOUeHUEe —
¢opMbl, 00YCTOBIIEHHBIE CITIOPATNYECKUMU MYTALIUSIMU).

o AHIIPOTPONU3M — OOJICIOT TOJIBKO MaJTbYMKHU.

o YnnuHeHue BpeMeHM CBepThIBaHUS KpoBU 10 JIu—
Vaiity u CyxapeBy npyu HOPMaJIbHOH TTPOIOIKUTETHHO-
CTU KPOBOTEUEHMS TIO AIBU.

« YBeIMYeHne aKTUBUPOBAHHOTO YAaCTUYHOTO TPOM-
6orutactuHoBoro BpemeHn (AUTB) >55—60 c.

o Camxenue aktuBHocT FVIIT u FIX <50% HOpMBL.

« [TonoxurenbHble pe3ynabTaThl JIHK-nuarnoctuku/
HaJIMuue MyTalluii TeHOB, KOAUPYIOIIMNX (haKTOPhl CBEP-
teiBaHus VIII u IX.

JInst mMarHOCTUKM MHTUOMTOPHO# (opMbl remodu-
JIUM OTIPENENISIIOT aKTUBHOCTD CIELIM(DUYECKOT0 UHTMOU-
Topa CHUXXEHHOTo (hakTopa, 00bIYHO 1Mo MeTony beresna
B momudukauuu HuitmereH. OcliokHeHUE KJacCH-
(GULMPYIOT B 3aBUCUMOCTH OT HAJUYMSI U aKTUBHOCTU

MHTUOUTOpA: HEOCJTOXKHEeHHAasT TeMopuinnst (MHTUOUTOP
meHee 0,6 emuHul beresma), MHTMOUTOpHAsT TeMODU-
JIUSI — HU3KO pearupyroiuii THruouTop (10 5 equHuUIL
Bete3na) ¥ BBICOKO pearvpyroliuii MHrMOUTOp (BBIIIE
5 enunun bere3na). 1o mokazaHUsIM TIPOBOJST CIemy-
JOIlMEe WCCIeIOBAaHMS: YIbTPa3BYKOBOE WCCIIeI0BaAHNE
MOCTPaaBIIErO CycTaBa, OpraHOB OPIOIIHON TTOJIOCTH,
MOYEBBIBOISIINX TyTeil, 3a0pIOITMHHOTO TTPOCTPAHCTBA;
MarHUTHO-Pe30HAHCHAsT TOMOTrpadus cycTaBa, MSITKHX
TKaHel, TOJIOBHOTO MO3ra; peHTreHorpadust cycrasa;
KOMITbIOTEpHAsT TOMOTrpadus opraHoOB TPYIHON KIIETKU,
TOJIOBHOTO MO3Ta U JIp.

HuddepeHunanbHass ~ IMAaTHOCTUKA  TTPOBOJUTCS
¢ IpyTUMU (POpMaMK TeMOPparnIecKux TUaTe3oB: 601e3-
Hblo (poH Bunnedbpanna, tpombacteHuei [mssHIIMaHHA,
TpoMOoOLUTONIEHNUeCcKoi myprypoii. [Ipu HemocTaTou-
HOI akTuBHOCTH (pakTopa ¢oH Buimedpanga HaOIo-
JAIOTCST caMble JJTUTETbHbIE KPOBOTEYEHUS, ¥ OOJTbHBIX
CTpajaloT Bce TpU 3BeHa TeMocTa3a. B aTom ciydae Hapy-
mraeTcs aare3usi TpoMOOLIMTOB Ha KojuiareHe IV u cHu-
xxaeTcst comepxkanue B 1masMme FVIII, tak kak daxrop
¢doH BunebpaHma mpensiTCTBYET €ro TPOTEOIU3Y.

Aumenamanvnas duaenocmuka. C TTOMOIIBIO METOOB
HETPSIMOTO U TIPSIMOTO aHaJIM30B T€HOB B HACTOsIIEe
BpeMsl B OOJBIIMHCTBE CJIy4aeB BO3MOXHO ITPOBECTH
aHTEeHAaTaJbHYIO TMarHOCTUKY B | TpuMecTpe GepeMeHHO-
ctu. [Ins ananusa JIHK maTtepuan 3a6upator ¢ momMoIibsto
ouoricun xopuoHa Ha 10—12-ii Hemene OGepeMEHHOCTHU
WJIM TIyTeM aMHUOLIeHTe3a Tocie 15-i1 Henenau 6epeMeH-
HocTu. LleHHOCTh MeToa — paHHWI IMarHO3.

Houmnaanmayuonnas ouaenocmuxa. Ilpm sKcTpa-
KOPIIOpaJTbHOM OTJIONOTBOPEHNHU BO3MOXHO Oe30rmac-
HOe TS TaJbHEWIIEro pa3BUTHS TUIONA U3BSATUE OTHOM
KJIeTKA W3 KaXJOro BOCBMUKJIETOYHOTO 3MOpHOHA
JUTS AUATHOCTUKY TI0JIa TIJIOAA W HAJMYMS TaToJIorrde-
CKUX T€HOB, B TOM 4MCJIe TeHOB remoduanu. B maTky
3aTeM MMOMEIIAIOT HEMOBPEXKACHHBII SMOPUOH.

JleyeHne

OCHOBY JIeUeHHUSI HEOCJIOXHEHHBIX WHTHOMTOPOM
¢dopM reMoGUIINKU COCTABIISIET 3aMECTUTEIbHAS Teparus
KOHIIEHTpaTaMu OTCYTCTBYIOIIETO (hakTopa Isl JOCTU-
JKeHMST aJleKBaTHOTO reMocrtasa. Pa3paborka m BHempe-
HUE KOHIIEHTPATOB ITO3BOJMIN JTOOUTHCS CYIIECTBEH-
HOTO TIporpecca B yJay4IlIeHMN KauyecTBa KMU3HU OOJTbHBIX
remoduareit, 3aMeTUTh MPOTpecc apTponaTuii U CHU-
3UTh KOJIMYECTBO (paTajbHBIX KPOBOTEUEHMIA [6].

BbI60p KOHIIEHTPATOB [UTSI KyMMMPOBAaHUS KPOBOTEUE-
HUW TIpY TeMO(UINN TOCTATOYHO OOJIBILION: TIJIa3MEeH-
Hble, peKOMOWHaAHTHBIE, KOHIeHTpaThl akTopa VIII,
BKJTIOYAsH C JJTUTEIGHBIM TIEPUOAOM ITOTyBbIBeeHHS. VX
BBOAAT BHYTpUBeHHO. CyIIECTBEHHO MOBBIIIAeT 3 dek-
TUBHOCTb 3aMECTUTEJbHOI/TEMOCTATUYECKOI Teparun
HCTIOJIb30BAaHUE CUCTEM MOCTOSTHHOTO BEHO3HOTO JOCTYIIa
TAMA <«IOPT» UIsi O00ecrieuyeHus] aleKBaTHOTO COCYIM-
CTOTO JOCTYyMa, B TOM YWCJIe Y JAeTell MJaIIlero Bo3pacra
C TSDKeJIbIM TedyeHreM remodwinu. [locie nMruianTaimm
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CHUCTEeMBbI TMOCTOSIHHOTO BEHO3HOTO JO0CTyIMa W TepeBoaa
Ha ONTHUMAJIbBHBIN pEeXXUM Teparnuy OTMEYEHO CTATUCTH-
YeCKW 3HAUYMMOE CHIKEHHME KOJIMYeCTBa KPOBOTCUEHUI,
MoTpeOOBaBIIMX JOMOJHUTEBHOTO JIEYEHUS, 3a TO[l
(»<0,001) [7].

Ha npaxktuke Mcnonb3yOT OUMIIEHHBIE, BUPYCUHAK-
TUBUPOBAHHbBIC TIpernapaThbl, U3TOTOBJIEHHbIC M3 TOHOP-
cKoii ra3mbl yesoBeka (KoHueHTpar FVIII, koHueHTpar
FIX, xonuentpar FVIII + ¢akrop ¢pon Bunnebpanna,
AHTUMHTUOUTOPHBIN KOaryJISTHTHBI KOMILIEKC)
WX peKOMOMHAHTHBIE KOHLIEHTPaThl (haKTOPOB CBEPTHI-
BaHust (OkTokor anbda, MopokTokor anbda, Honakor
anbda, Onrakor anbda [akTUBUpOBaHHBIN]|, CUMOKTO-
kor anbda, Typokrokor anbda). Cepbe3HbIX OCHOBAaHUIA
IIJIST TIPEATIOUYTeHUSI OTHOTO WJIM IPYTOro Mpernapara Her,
B YACTHOCTM COJEpPXKAalllMX WM HE coaepxXalux dak-
Top ¢oH BunebpaHaa wim peKoMOMHAHTHBIE (haKTOPBI
cBepThiBaHUs. [IpeanoureHre otaaroT npenapary, KOTo-
pbIli JIy4Ille TIEPEHOCUTCSI TMAllMeHTOM, MMEET JIy4dIlne
(apMaKkOKMHETHYECKHE TTOKa3aTeln, YI00eH B UCIONb-
30BaHUM, WCXOMs W3 KOHKPETHBIX YycioBuii. Jlrobas
cmena mipertapatoB FVIII u FIX oT pa3HbIX TOProBBIX
¢upM yBeIMUYMBAET PUCK TIOSBJICHMUSI MHTUOMTOpA,
B CBSI3W C Ye€M TPEANOUTUTEbHBI YCIOBUS IJISI TTOCTO-
STHHOTO JJTUTEJbHOTO (B TE€YeHWE MHOTUX JIET) TIpUMe-
HEHUsI KOHKPETHOTO MperapaTta Mo WHIAUBUAYAJTbHOMY
TIPUHILIUITY.

B mnocnenHue romwsl pa3paboTaHbl, anmpoOWpPOBaHBI
W BHEIpPEHbl B MPAKTUKY OTEUECTBEHHBIE pPEKOMOM-
HaHTHBIE (haKTOPHI CBEPTHIBAHUSI — MOPOKTOKOT alibtha
(BDDrFVIII), nonakor ansda (rFIX) u snrakor anbda
(aktuBupoBaHHbIii) (rFVIla), uro mo3Bonwio B 3HA4YM-
TEJbHOW CTEeTNEeHU ONTUMU3UPOBATh 3aMECTUTENIbHYIO
Teparnuio y 00JbHBIX TeMOWINEN IeTel, JMKBUINPOBATh
MepPMaHEHTHO CYIIECTBOBABIIUN Me(PUIIUT KU3HEHHO
HEOoOXOMMMBIX JieKapcTB. B ycimoBusIX HapacTawolimx
3amaJHbIX CaHKIWii 1eTh B PD, GonbHBIE TeMOMUINEi,
MOJIYYMJI HEOOXOAUMBIE CPEICTBAa YPreHTHOW TTOMOIIIH,
a Takke poUIaAKTUKY, HE YCTyNaloIIKe JIyJIINM 3apy-
OEeXHBIM aHaJIOTaM.

Cunre3 dapMcyOCTaHUMI IS JIeUeHUST TeMOQIINNA
A n B, a Takkxe MHTMOMTOPHOI TreMOMUINKN COOTBET-
CTBYET CaMbIM BBICOKHMM TpeOOBaHMSIM, a pa3paboTKa
npenapaToB Il JIedueHUs] TeMOGUJINKU BKITIOYaia Tocie-
JIOBAaTEJIbHO MOKJIMHUYECKYI0 U KIMHUYECKYH OLEHKY
pa3pabatbiBaeMbIX MoJiekys. KimHuueckue wuccieno-
BaHUsl mipernapatoB ¢dakTtopoB cBepThiBaHust VIII m IX
BKJIIOYAJIM MO3TAMHBIIA MOAXOM, MPU KOTOPOM CHayajia
MPOBOJSATCS HAOJIONEHUSI Y B3POCIBIX, a 3aTeM C yde-
TOM TIOJTYYeHHBIX PE3YJIbTaTOB — Yy TOAPOCTKOB U JIeTei
Oosee Mmiaauiero Bo3pacTa. Pemiajiuch M CJIOXHBIE
BOITPOCHI MEIUILIMHCKOM STUKH [8].

MopokTokor anbha, WiM peKOMOMHAHTHBIN (haKTop
ceepteiBaHust VIII 6e3 B momena, — oTedyecTBEHHBIN
npenapar, KOTOpPbIi MPUMEHSIOT B Tepanuu TeMohu-
qun A. TlpenapaT mepBbIM OGUIIMATBHO TPOIIE] BCE
HeoOXOaMMbIe MCITBITAHUSI, OblJIa YCTAHOBJIEHA ObICTpast

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Hopmanu3auusi aktupHoctr FVIII m AUTB, mnpuuem
aktuBHOCTh FVIII coxpaHsinach Gojiee 6 4, a CHUKEHHE
aktuBHocTh FVIII menee 5% oTMeuanoch JUIIb CITYCTS
48 4u. [Ipu npoBeneHNK KOHTPOJUPYEMOTO PaHIOMMU3U-
POBAHHOTO, MHOTOIIEHTPOBOTO KJIMHUYECKOTO UCCIIEN0-
BaHus 111 ¢aswr ycraHoBaeHa 3¢h(GEeKTUBHOCTD 103bI POC-
CUIICKOTO MOpOKTOKOTa ajibha B ripeaenax 25—35 ME/kr
MpU JICYEHUW Pa3BUBIINXCSI KPOBOTEYEHUIA TTO «Tpebo-
BaHMIO» TPU TTIOJTHOM OTCYTCTBUU HEXelaTeJIbHbIX peak-
muit [9].

Brauvasie cocTosIMCh MHOTOLIEHTPOBBIE UCCIIEN0-
BaHMSI TIO oOlleHKe 3(h(EKTUBHOCTH U 0e30MacHOCTU
MOpOKTOKOTa ajibtha y fneTeit B Bo3pacrte oT 12 no 18 ner
¢ Tsixenoir ¢opmoii remodpunuu A B pamkax IV a3z
KJIMHUYECKUX WCTIBITAHUHN, JaBIIME T1OJOXUTEIbHbIN
pesynbrar. JJonmoJHUTEIbHO OBbUIM MPOBENECHBI KIWHU-
YyecKMe MCCIIeNOBaHMSI MOPOKTOKOra ajibha NMpUMeHU-
TEJIPHO K JETSM CHayaja Bo3pacta 6—12 jieT m 3areM
2—6 JeT, MPOIEMOHCTPUPOBABIIE BHICOKYIO 3G (HeKTUB-
HOCTb 1 0€301acHOCTb TpernapaToB JUIsl AETCKOM TOIy-
sy, OUeHUBaIM HeXeslaTeJbHbIE SIBJICHUST U YaCTOTY
obpazoBaHusi nHruouTopa FVIII. CrioHTaHHBIE KPOBO-
TedeHUsT B TeueHue 48—72 4 mocjie BBeIeHMs IIperapara
OTCYTCTBOBaJIM Ha (hoHE MPOGUIAKTUYECKOTO JIEYSHMUSI
y 81% mainueHToB, Y OCTaJbHBIX OTMEUaIuCh PEIKo,
He Oosiee 1—3 pa3. MenuaHa pa3oBOi M03bI Tpernapara
MOpPOKTOKOTa aJibtha Tpu MPOPUIaKTUIECKOM JICYSHU N
cocraBuia 2000 ME, wiu 31,7 ME/kr, a ipu neyeHuu
no TpeboBanuio — 2000 ME, wnm 34,1 ME/kr Ha anu3on
BBeaeHus1. [TokazaHo, 4TO ISt KyMMMPOBAaHUS BO3HUKIIINX
KPOBOTEUEHUI JOCTATOYHO OJTHOTO BBEIEHUS TIperapara.
OTCyTCTBUE TIOJIOXUTEJbHON NTMHAMUKU TIPU JIEYCHUU
OCTPBIX T€MapTPO30B MOPOKTOKOTOM ajb(da He HabJo-
nanock. B xone uccnenosanus y 50% nereit 6butn 3ape-
TUCTPUPOBAHBI HEXXEJIaTeIbHbIE SIBJICHUSI, HE CBSI3aHHbBIC
¢ uccaeayeMbIM TIperiapatom [10].

Hnsa nedenus: remobwnuu B Obin paspaboTaHb
TeXHOJIOTUSI W TMPOM3BOJICTBO POCCHHCKOTO Mpera-
pata HoHakora anbda B (rFIX). BeemeHue HoHakora
anbda B no3ax 50 u 75 ME/Kr nmpuBoauT K HopMaiusa-
mum aktuBHOCTH FIX 1 AUYTB yxke uepes 15 mun mocie
BBEICHUS, HOpMaJbHasi akKTUBHOCTb FIX coxpaHsieTcs
B TedeHUe 6 4, cHIKeHUe akTuBHOCTM FIX MeHee 5%
oTMeyvaeTcs He paHee yeM uepe3 72 4. [Tepuos rmosyBbiBe-
neHust coctaBua 24,1+7,67 4, MOBBIIICHUE aKTUBHOCTH
FIX — 1,05+0,21 ME/nn. [Mocnenytomue (II—II1 da3zbr)
MHOTOLICHTPOBBIX KJIMHWYECKUX WCCIENO0BAaHUIN TTO3BO-
JIVUTM T0Ka3aTh 3(P(PEeKTUBHOCTb U OE30MacHOCTD Tpera-
paTa HoHaKora ajbda B, ero mpuMeHeHune He COITPOBOXK-
JAaJIOCh Pa3BUTUEM HeXeJaTeIbHbIX SIBICHUN.

Ilocne oOs3aTeNnbHON  perucTpalMy — Iperapara
ycrielHo 3aBepimiach 1V daza kimHu4eckoro uccieno-
BaHMSI TIperapaTta HoHakora ajibda cpenu 15 maluneHToB
B Bo3pacTte 12 JIeT u cTapiiie ¢ TSKEJI0M U CpeTHeTsKeI0n
¢dopmoii reMopuinu B M akTUBHOCTBIO (haKTOpa CBEpP-
TeiBaHUST KpoBU IX <2%. Beuiu moaTBepXIeHbl Oe3yc-
JIoBHBbIE 3(GEeKTUBHOCTb U Oe3oracHocThb. [locie atoro

POCCUVICKMI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2023; 68:(3)

110

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(3)



Tpuzopves K. 1. u coaem. Temounus y neteit — cCoBpeMeHHbIE MapaurMbl JJe4eHUs M TPOPUIAKTUKY

rnocjiejoBajga OlleHKa MPUMEHEHUsI HOHakora ayibdha
y JeTell C TSKeJo M CpeaHeTsKesol (hopMaMMu reMo-
¢ B Gonee miamirero Bo3pacta. Takum oGpasom,
ObLIa MoJlyYeHa BO3MOXHOCTb ITPUMEHEHUsT OTeYECTBEH-
HOTO TpernapaTa Kak /isi TpoWIaKTUIeCKOTO JeUeHUsI,
TaK ¥ JJis KyMMPOBaHUSI BO3HUKIIMX OCTPHIX KPOBOTE-
YeHUI y MallMeHTOB HauuHas ¢ 2 yietT. JIist KynmupoBaHUs
9MM30/1a KPOBOTEUeHUl TpedyeTrcss B cpeaHem 2,2+2,1
BBeneHus [11]. HexXemaTenbHBIX SIBJICHWI, CBSI3aHHBIX
C HOHAKOToM ajib(da, He 3aperucTpupoOBaHO.
JlomoJIHUTETbHOE JTOCTUXEHUE OTeYeCTBEHHOM hap-
MUWHIYCTPUM — CO3[aHue 3ITaKora ajibca sl JJeYeHUsI
MalMeHTOB ¢ remModuianeil (HaclaeaCTBeHHON WM TpU-
00OpeTeHHOI) ¢ BBICOKMUM TUTPOM HWHTHOMTOpa dak-
topaoB cBepthiBaHust kpoBu VIII wnmu IX. Ilpenapar
He YCTyITaeT 1o KauyecTBY U 3(PPEeKTUBHOCTH 3apyOek-
HBIM aHajoraM. BDnTakor ajibtha (aKTUBUPOBAHHBI)
HarpsiMyto 0e3 ydyacTusi TKaHeBOro (hbakTopa MepeBOIUT
¢akTOp CBEepTHIBAaHUSI KPOBU X B aKTUBHYIO (opMy Xa
Ha MOBEPXHOCTHU aKTUBUPOBAHHBIX TPOMOOIIMTOB B 30HE
MOBPEXIEHUSI, UYTO MPUBOAUT K OOpa30BaHUIO CyIIe-
CTBEHHOTO KOJIMYEeCTBA TPOMOMHA M3 TPOTPOMOMHA.
TepanesTrueckuit 3pheKT peKOMOMHAHTHOTO (hakTOopa
cBepthiBaHus KpoBu VIla 3akitouaercsi B yCUJIEHHOM
MECTHOM 00pa3oBaHMUM (haKTopa CBepThIBAHUSI KPOBU Xa
C TIOCJIeNyIOIIMM YyCKOPEHUEM CHUHTe3a B Kackajae (ep-
MEHTaTHBHBIX peaKIIMii CBepThIBAIOIIEH CUCTeMbl KPOBU
B cucteme TpomMOMHa U pubpuHa. B Hacrosiee Bpemsi
3aBepIlIeHbl BCE HEOOXOAMMBIE MCCIENOBAaHUSI B paM-
Kax MHOTOILIEHTPOBBIX HaOIOAaTeIbHBIX MCCIeA0BaHUI
U TIperapaTr MCIOJIb3YyeTCsl Y OOJbHBIX C MHIMOUTOPHOM
dopmoit remopum A. MoXXHO cUUTaTh, YTO JCUCHUE
npernapaToM BOILIO B PUTM ITOBCEIHEBHON KJIMHUYE-
ckoii mpakTuku. [ToguepkHeM HU3KYI0 UMMYHOT€HHOCTh
U BBICOKYIO KIIMHNYECKY0 3((EeKTUBHOCTH Mpernapara.
M3 npyrux oreyecTBEHHBIX T€MOCTAaTUUYECKUX TIpe-
rnmapaToB JJIs JISUEHUST TeMOMUINU, TTO3BOJISIIOIINX OKa-
3bIBaTh KBAIM(PUIIMPOBAHHYIO MOMOIIb NETSIM C 3TUM
BUIOM KOaryjomnaTuii, BbIIEJIUM, B YaCTHOCTHU, 3(MO-
POKTOKOT aibda. DPMOpoKTOoKOor ajabda — TEeHHO-
WHXEHEpHas MoJIeKyJa, cocTtosmas u3 dakropa VIII,
cBsI3aHHOTO ¢ jJomMeHoM Fc mmmyHornoOynuHa IgGl
yejioBeKa. BBeneHHbINT BHYTPUBEHHO, OH CBSI3bIBACTCS
C 3HIOTeHHBIM (hakTOpoM BuiieOpaHma v BbICTyIaeT
B KauecTBe KodakTopa, aKTUBUPYIOIIEeTro (hakTop CBep-
TeiBaHUs [X. DTOT mpoliecc MPUBOAUT K aKTUBALIUKU
dakTopa X, TpeBpamieHno GuOpuHOreHa B (GUOPUH
Mnon neicTBueM TpoMOMHA U (OPMUPOBAHUIO KPOBSI-
HOTO crycTka. biarogapst cBsI3bIBAaHMIO UMMYHOTJIO0Y-
JIMHOBOT'O KOMITIOHEHTa 3(pMOpPOKTOKOTra ajibdha C perer-
TopoM Fc cHuXkaercs cKopocTh nerpamauuu dakrTopa
VIII u yBenuuuBaeTcs ero nepro/ moayBbIBeACHUS. DTO
MO3BOJISIET 00ECNEeYnTh KOPPEKIIMIO TeMOPParnyecKoro
CUHIIpOMa, TIpeaymnpexnaass U KOHTPOJUPYsS KpPOBOTE-
yeHust. D(GMOPOKTOKOT ayb(da IO3BOJISIET COKPAaTUTh
KOJIMYECTBO BHYTPMBEHHBIX BBEICHUU IJISI TIOIepXKa-
HUs cTabuibHOM akTUBHOCTHU (hakTtopa VIII Boimre 1%.

KnuHuyeckne naHHble yOeaUTENbHO CBUAETEILCTBYIOT
B TIOJIb3Y TAKOTO YTBEPXIEHUS 1 0€30MaCHOCTHU MPUMe-
HEHMS IIpernapaToB 3TOTo KJiacca y metei [12].
CylecTByeT 00JIbIIIOe KOJUUYECTBO TMpernaparoB dak-
topoB VIII u IX ¢ nauTeabHbIM TTEpUOIOM TTOTYBbIBEIE-
Hust ot 16—20 u mo 100—120 1 cooTBeTCTBeHHO. J1J1s TIpM-
JAHWS TTIPOJIOHTUPOBAHHBIX CBOMCTB aHTUTEMOMUITHLHBIM
Cpe/cTBaM TIPUMEHSIIOT JIBA OCHOBHBIX MeTona: 1) cim-
stHUe (pakTopa CBepPThIBAaHUS KPOBU C OelIKaMU, TaKUMU
kak Fc-vacty IgGl wmnm anbOymuHa; 2) KOHBIOTALIUS
C XMMUYECKMMU BEIeCTBAMM, TaKUMU KaK TTOJIUITHU-
nenrnukoib (PEG). MexaHusM, 1ocpeacTBOM KOTOPOTO
causiHue anboymuHa u Fc mpomsieBaer mepuos mosryBbl-
BeneHus: (haKTOPOB CBEPTHIBAHMSI B TIIa3Me, OCYIIECT-
BJISIETCS 4epe3 HeoHaTalbHbIN peuentop Fc (6enok,
pacIiOJIOXKEHHBI Ha MOBEPXHOCTU KJIETOK WMMYHHOM
CUCTEMBI HECKOJILKUX BUJIOB — €CTECTBEHHBIX KWJIJIEPOB,
MakpodaroB, HEUTPOMUIOB U TYUYHBIX KJIETOK), KOTOPBII
PELMPKYJIUPYET UX B TUTa3Me U TEM CaMbIM MPOJIJIEBAET UX
addexTuBHyo mupkyasnuoo [13]. IIposoHrupoBaHHbBIE
npenapaThl (paKTOPOB KPOBHU MO3BOJISIIOT OOJTbHBIM FeéMO-
dunmeit A TpoBOAUTH NMTPODPUIAKTUKY KOHIIEHTpaTaMu 2
pasza B HeIeJllo, a mamnuMeHTaMm ¢ reModwineit B — onnn
pa3 B HEJENI0 WX JaXxe pa3 B 2 HEIelI, YTO yJydllaeT
MPUBEPKEHHOCTb Tepanuu, COMPOBOXIAETCS 3HAUM-
TEJbHBIM COKpAIIIEHUEM YacTOThl pa3BUTUSI TeMOpparu-
YeCKMX OCJIOXKHEHUI U MICUXO0JIOTUUECKMX IKCIIECCOB.

UHAYKUMS UMMYHHOW TOJIEPAHTHOCTU

B Hacrosiiiee Bpemsi €OMHCTBEHHBIM 3(P(PeKTuB-
HBIM 1 0€30IMacHBIM METOIOM 3paJuKallui WHIMOUTOpa
Npu UHTUOUTOPHON TeMopuauu A ocTaeTcsl Teparus
WHAYKIIMM WMMYHHOM TOJIEPAHTHOCTH, BKJIIOYaOIIIast
noBTOopHOEe BBeneHue koHieHTtpatoB FVIII. Hamowm-
HUM CXeMy JIeUeHUs] MHTUOUTOPHOU (hopMBI TeMobu-
JIUM B HenaBHeM TiponuioM. [IpuMeHsMCh mpernapatbl
LIYHTUPYIOIIETo  JeHCTBUsI, Kypchl Tuia3Madepesa,
BHYTPUBEHHBIE MMMYHOTJIOOYJIMH, 4TO, HECOMHEHHO,
MO3BOJISIIO COKpallaTh 3IMU301bI KPOBOTOYMBOCTH [14].
HedakTopHble MeTObI JiedeHUsI 0OeCIeuyrnBalOT TeMo-
cTa3 3a CyeT IIYHTUPYIOIIMUX TMyTeid, T.e. MUHYS (ak-
topel VIII/IX. Bemymumu npu 3TOoM ponroe Bpewmst
CUUTAJIUCh AHTUMHTUOUTOPHBINM KOAryJISIIIMOHHBIN KOM-
TUIeKC, WJIM peKOMOMHAHTHBIN akTuBUpoBaHHbIN FVII —
anTakor ajbda. OueHb BakHO COOJIOIATH TOMYCTUMBbIE
N03bI, TIOCKOJIBKY TIPEBBIIIIEHUE 103 MOXKET BbI3BATh
TPOMOO3HI.

Cyl1ecTByIOT MPOTOKOJIBI, HarpaBJieHHbIE
Ha MHAYKUMIO MUMMYHHOI TosiepaHTHOCTU. OCHOBHasI
uenb — ynepxkanue ypoBHst FVIII Beime 40%. Hecmo-
Tpsl Ha OTCYTCTBUE TMPSIMBIX CPaBHUTEIbHBIX HCCIIE-
NMIOBaHMIi, 0COOOro WMHTEpeca 3aciIyXMBaeT MpoBese-
HUE Tepanuu WHAYKIIMKY WMMYHHOW TOJIEpAHTHOCTU
¢ ucnosb3oBaHueMm KoHileHTpaToB FVIII ¢ BbICOKMM
comepxkanueM ¢akropa BumreOpaHnma, M03BOJISIO-
IIUM TOCTUTHYTDH ycIiexa He TOJbKO TpU TepBOi, HO U
MpY TIOCTAEAYIOIINUX TOMBITKAX WHAYKIMUA WMMYHHOM
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ToJIepaHTHOCTH. Pa3paboTaHO HECKOJIBKO MPUHIIUATIN-
aJIbHBIX TMOJIXOA0B K MHAYKIIMM MMMYHHOH TOJEpaHT-
HOCTH, KOTOPBIE COIMMOCTAaBUMBI TI0 CBOei 3(p(heKTUBHO-
ctH (CM. TabuILy).

B Hacrosiiiee BpeMsi BO3MOXHOCTH JIeUeHUsT MHTUOW-
TOPHOI (hOpMbI reMOMUINY BO3POCIU OJ1arofaapsi UCTIONb-
30BaHUIO AMMIIM3yMaba. SIBIsIsicb TYMaHU3MPOBAHHBIM
aCUMMETPUYHBIM OucTelIM(pUIECKUM PEeKOMOMHAHTHBIM
IgG4-MOHOKJIOHAJIBHBIM ~ @HTUTEJIOM, UMUTHUPYIOIIUM
¢yukuuio aktuBupoaHHoro FVIII mipu remodpunum A,
SMULIM3YMa0 COeAMHSIET aKTUBUpOBaHHBIE (akTopsl [X
u X, crumynupys FIXa-ormocpenoBannyto akruBauumo FX.
K nmpeumyiiectBaM amuiimsymadba OTHOCSITCSI TTOIKOXKHBII
MyTh BBEICHUS U €ro CIOCOOHOCTh OCYIIECTBISATh TEMO-
craTuiyeckuit apdekT He3aBUCUMO OT HaJIU4Ms MHTMOM-
topoB K FVIII, uto nmo3Bosisier Ha3HayaTh npernapar Juiam
C MHTMOMTOPHOW M HEMHTMOUTOPHOI (hopMamMu reMopu-
quu A. TloguepkHeM, 4TO, XOTs KIMHUYECKUE MCCIIEA0-
BaHUsI MOKAa3aJIM BIIEUATISIIONIME pe3yabTaThl 3 dHeKTuB-
HOCTH Tpernapara, OHU He 3aBeplieHsbl [16]. Dmunmszymad
MpUMeEHsIeTCS y IeTell iiodboro Bo3pacTta. [Ipemapat mpen-
Ha3HaAuYeH TOJIKO JUISI TIOAKOXXHOTO BBEIEHMSI B HapyX-
HYIO TIOBEPXHOCTh Oellpa M 00JIaCTh XXMBOTA JMAMETPOM
OoJtee 5 M BOKPYT ITyIKa, IIPH 3TOM HEOOXOIMMO KasKIbIiA
pa3 MEHSITb MECTO BBEICHUSI.

B Hactosiiiee Bpemsi MpojoJiKaeTcsl McCileaoBaHUe
110 olieHKe 3((HEeKTUBHOCTHU CIEAYIOLINX MperapaToB:

— KOHLM3yMab — BbICOKOAGUHHOE TYMaHU3UPO-
BaHHOE MOHOKJIOHAJIbHOE aHTUTEJIO K MHTUOUTOPY MyTH
TKaHeBoro (akTopa [17];

— (urtysupan — wuHTepdepupyrommit areHt PHK
(ALN-B 3), koTopblii BO31€iCTBYyeT Ha MaTPUYHYIO
PHK B renaToumTax, BBIKJTIOYas IEYCHOUHYIO DKCITpEC-
cuto MarpuuHoit PHK aHnTuTtpomMOuHa mytem ee CBSI3bI-
BaHUSI U Jerpamaiuu, TaKuM oOpa3oM CHUXKasi CUHTE3
AHTUTPOMOMHA TIpUOIM3UTENbHO 10 30% U TO3BOJSS
IIOOUTHCS TeHEpallMy TPOMOMHA, COMOCTaBUMOM ¢ HOp-
MaJIbHBIM TeMocTa3oM [18].

B MOMOLLIb TPAKTUHYECKOMY BPAYY

MpodwunakTnka KPOBOTEYEHUIT — COBPEMEHHbIN
cTaHAaapT feyeHns remobunum

Vxe Gonee 50 jeT Ha TPAKTUKE MCITONB3YETCS ITPO-
(pUIaKTUYeCKUii TPUHLIMI  3aMEeCTUTEIbHOM  Tepartmu,
HO JI0 MOMEHTa ITOSIBJIEHUsI BICOKOOUMIIIEHHBIX TTperia-
patoB (haKTOPOB CBEPTHIBAHUS KPOBU U CHSTHS JTUMUTOB
10 KOJIMYECTBY Tperapara, BBIIESISIEMOro Ha CTallMoHap,
MPOMPUIAKTIIECKOE  UCMOJIb30BAaHWE TeMOCTATUIECKHMX
CPEICTB HOCWJIO OTpaHMYeHHBIN Xapaktep. I[lepBuuHas
MpoduIakTHKa TIoApa3yMeBaeT peryIsIipHOe BBeICHUE
3aMECTUTENTLHBIX TIPerapaToB, HAYMHAETCS B OTCYTCTBHE
MPU3HAKOB TMOBPEXKICHUST CYCTABOB, 0 TPEXJIETHETO BO3-
pacta U XOTs ObI 0 BTOPOTO 3MU301a reMapTposa. Bro-
pUYHast TPOUIAKTIKA — PETYJIIpHOE TIPOBEICHUE 3aMe-
CTUTEILHOI Tepanuy, HaurHasi ¢ 2 TeMapTpo30B U Ooiee,
HO [0 TIOSIBJIEHMsI TIPU3HAKOB TTOBPEXIECHMSI CYCTABOB.
Tpetnunasg TpodWIakTHKA — peTysIpHOE IIpOBeAcHIE
3aMECTUTENTLHOM Teparu MpU TMOATBEPXKICHUN TeMOopu-
JINYECKOM apTpOnaTuy, MOXET ObITh HayaTa B JTFOOOM BO3-
pacte [19]. Ilepromnueckass podMIaKTKa — BBEACHUE
KOHIIEHTPATOB (DaKTOPOB C 1IEJIbIO MPEIOTBPAIEHUS] KPO-
BOTEUEHUI1 He OoJiee 45 Hell B TO/I.

ITpodunakTuka KpoBOTeUeHU y OGOJIBHOTO TeModu-
JIMeii TToipa3yMeBaeT COOJTI0IeHUE «CITOKOMHOTO» 00pa3a
SKU3HU M OTIpeIeIeHHBIX TTpaBuJI oBeAeHus. Tak, 3ampe-
IIEHBl BHYTPUMBIIIEYHBIE U TTOAKOXHbIE MHBEKIIUU (BCe
MperapaThl Ha3HAYAIOT TTePOPATbHO WM BHYTPUBEHHO).
bonp moboii nokanu3amuu, a TeM 0OoJjiee KpOBOTede-
HUE, CIYKUT TOKa3aHMeM K HeMEUIEHHOMY BBEACHUIO
AHTUTeMOMWIBHBIX MperapaToB. OnepaTUBHBIE BMeEIIa-
TEJIbCTBA, B TOM YHUCJIE CTOMATOJOTUYECKUE, BOZMOXKHBI
TOJIbKO Ha ¢hoHe 3amecTuTeSbHOI Tepanuu. Heodbxomum
MOCTOSTHHBII KOHTPOJIb TeMartosiora. [Ipyu mpoCTYIHBIX
3a00JIeBaHUSIX HEIb3s Ha3HayaTh alleTUJICATULIMIOBYIO
KUCJIOTY W HEeCTepOMIHBbIE TPOTUBOBOCITAUTEIbHBIC
MperapaThbl; IOIMyCTUM TIpUeM MapareTaMosa Uiu Tpama-
nona. He mpumeHstioT 6apOUTYpaThl, aHTATOHUCTHI BUTA-

Tabauya. OcHOBHBIE MPOTOKOJIBI MHIYKIIMN UIMMYHHOU TOJePAHTHOCTH Npu reModumn A [15]
Table. Basic protocols for the induction of immune tolerance in hemophilia A

IIpoTokoa

XapakTepucTHKA

Hwu3zkono30BbIi
(Ban Kpesennna)

TTpomeXyTOUHBIH (CpenHEeT030BbIi)
Boicokono3HbIi

Bricokomo3HbIIT
O3 TTLL.

(BoHHCKMIT MPOTOKOM)

ITpoTokon Manbme (BBICOKOTO3HBIM +

MMMYHOCYIIPEeCCHSsT + BBICOKOIO3HbBIM

BBUI)

IIpoToKoIBI C TPUMEHEHUEM UMMY-
HOZETPECCAHTOB

25—50 ME/xr kaxmplii 2-ii eHb B TedeHue 1—12 Mec (B OCHOBHOM Y HU3KOpearu-
PYIOIINX MalleHTOB)

100 ME/Kr exeIHEeBHO, MHOTIIA B COYETAHUI CO CTEPOMIHBIMYU ropMoHaMu. [1po-
JIOJDKUTEIbHOCTD 1—12 Mec

200 ME/Kr exxeTHEeBHO, JUIUTEILHOCTh OT HECKOJIBKUX MECSIIEB 0 3 JIeT

200—300 ME/kr exxemHeBHO B 2 BBEIEHMUSI C COIPOBOAUTETHLHBIM BBEIEHIEM
JUTMTETbHOCTD OT HECKOJIBKMX MECSILIEB 10 3 JIeT

BHyTpuBEHHBII UMMYHOTJI00YJIMH, IIUKI0(ochamMu, reMocopoust (pu TUTPE
unrubutopa >10 BE), FVIII 1o 40—100% B 1u1a3me Ha MPOTSKEHUM 2—3 Hell

Putykcuma6, mukodenonara modetu, nekcamerazon, BBUT

Ilpumeuanue. TTI 1 — npenaparel LyHTUpYolero aeictsust; BBUI — BHYTpUBEHHbI KMMYHOTIJIO0YJIMH.
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Tpuzopves K. 1. u coaem. Temounus y neteit — cCoBpeMeHHbIE MapaurMbl JJe4eHUs M TPOPUIAKTUKY

muHa K. Marb uiam poaCcTBEHHUMKOB pebOeHKa C remMo-
¢unueit (B mMOIPOCTKOBOM BO3pacTe CaMOro OOJILHOTO)
00y4aloT TeXHUKE BHYTPUBEHHBIX WHBEKIWN W TPaBU-
JlaM TpoWIaKTUKKY TpaBMaTU3Ma.

IIpobnema  3ampydHenHoeo  6eHo3HO20 — docmynd.
M3BecTHbIe BapMaHTBI COCYIMCTOTO JOCTyIa: Co0-
CTBEHHO MHBEKIIUM B TieprdepuIecKre BeHbI, apTepro-
BeHO3Has (ucryna, nepudepruiecku UMIIAaHTUPYEMBbIi
LIEHTPAJbHBI BEHO3HBI KaTeTep, TYHHEINPYEMbIi
KareTep, IMOJHOCThIO WUMILIAHTUpyeMasl TMOPT-CUCTEMA.
Bce oHM MMelOT psii OrpaHUYEHUI W HEPEIKO TMPUBO-
IISIT K Cepbe3HBIM OCJIOXKHEHUSIM. BO3MOXHBIM peliie-
HUEM TIpo0JIeMbl 3aTPyTHEHHOTO BEHO3HOTO JOCTYyIa
NIOJKHO CTaTh BHEAPEHUE B KIMHUYECKYIO MPAKTUKY
COBPEMEHHBIX MpeTnapaToB 151 TPO(PUIaKTUKHA KPOBOTE-
YeHU I TTpU TeMOUINU C TOJKOXHBIM CITOCOOOM BBeIe-
Hus [20]. Hanbonee yacTble U3 HUX — MH(EKIMOHHbBIC
U MeXaHWYECKHEe OCJOXHEHUs KpPOBOTEUEHUIi, BO3-
HUKIIWE Y JeTei TIpU YCTAaHOBKE LIEHTPaJIbHOTO BEHO3-
HOTO KareTepa, a TakxKe TPOMOOTHYECKHE OCJIOXHEHMSI
B KOTOPTE JETel ¢ TsKenoi reModuineit, KOTOpbIM ObLI
YCTaHOBJIEH LIEHTPaJIbHbIII BEHO3HBIN KaTeTep.

Jlomawnee nevenue eemogpuiuu MoOApPa3yMeBaET BBe-
JIeHWEe MperapaToB 3aMECTUTEIbHOM Tepanuu Ha JIOMY
caMuM OOJIbHBIM WJIM €r0 pPOJCTBEHHUKaMU, TIpe-
BapuUTEJIbHO OOYYEHHBIMU TEXHUKE BHYTPUBEHHOTO
BBEJICHUS JIEKapCTBEHHBIX cpenctB. OcHOBHasl wujiesl
JIOMAITHETO JIEYEHUs 3aKJII0YaeTcsl B MpeaoTBpallleHUun
KaK TreMopparm4eckmx SIU30II0B, TaK M MX TOCIENI-
CTBUI1, TaK KaK OOBIYHO MOCJIE TPaBMBbI 10 BOSBHUKHOBE-
HUS KPOBOTEUEHUsI UMEETCS BPEMEHHOM J1aTr, KOTOPBIM
JIy4Ille BOCITOJIb30BaThes. [ 3Toro 601bHBIE TeMOopu-
el o0ecrevyrnBalTCs COOTBETCTBYIOIIMMU TIperapa-
Tamu. [lomaliHee jieueHre MOXET ObITh Kak Io Tpebo-
BaHWIO, TaK ¥ MPOPUIAKTUIECKUM.

IIporuBoriokasaHuss K TPOBEIECHUIO JIOMAIHETo
JIeUEHUS:

— KPOBOMBJUSHUS B LIECHTPAJIBHYIO HEPBHYIO CUCTEMY;

— TeMapTpO3bl C BIPAXKEHHBIM 00JIEBBIM CUHIPOMOM;

— TSDKEJIbIe TPABMBbI;

— XeJlyTOYHO-KUIIEYHbIe KPOBOTEUEHMUSI;

— TIOYEYHbIe KPOBOTCUEHMUS,

— MAacCCHUBHbBIE TeMAaTOMBI MSATKUX TKaHEI;

— 3a0pIOIIMHHbIE TEMAaTOMBbI;

— KPOBOMBIUSHUS B OPTaHbl TPYTHON KIETKH;

— KPOBOTEUYEHUs B OPIOIIHYIO MOJIOCTb;

— TeMaTOMblI OPTaHOB OPIOIITHOM TOJIOCTH;

— KPOBOM3JIMSIHUAY B JPYIMe€ XKU3HEHHO BaXHbIE
oprassi [1].

CpepncTtBa reHHOM Tepanum

[MoTeH1Man reHHOM Teparuu ISl TallMeHTOB C TeMO-
¢unueit cuMtaeTcs BMOJIHE pealibHbIM. Peub 00 ncmosb-
30BaHUU CHUCTEMHO BBOJMMBIX BEKTOPOB pPEKOMOM-
HAHTHBIX aleHOACCOLMUPOBAHHBIX BUPYCOB (rAAV)
nna pobasnenust FVIIL wim FIX. CymectByer octo-
POXXHBIN ONTUMM3M B CBSI3U C TEM UTO TIEPBbIE BEKTOPHI

aJIeHOACCOIIMMPOBAHHBIX BMPYCOB TOJy4YaT OM00peHUe
peryJupyronmx opraHoB B omwxkaiimme 1—2 roma [21].
TTocne 20 net ucnblTaHU OBLIY MPOAEMOHCTPUPOBAHBI
OTpeNeICHHBIN YCIeX M TOATBEpPXIACHUE TPaBUIIbHO-
CTU BBIOOpA KOHILIETIIIMM TEHHOW Tepanuu reMopuinu
A u B. llens cocroutr B TOM, 4YTOOBI HAAEIUTh KJIETKHU
MeYeH! COCOOHOCTBIO MPOAYLMPOBATh (DaKTOP CBEPTHI-
BaHwus KpoBu VIII mim X, reHeTMyeckn 00yCIIOBIEHHBII
nedeKkT CHHTe3a KOTOPBIX XapaKTepu3yeT reModuinio
A 1 B COOTBETCTBEHHO, M MHAYLUPOBATH TOCTATOYHYIO
BHJIOTEHHYIO BBIPA0OTKY 3THUX (PaKTOPOB CBEPTHIBAHUS
B JIOJITOCPOYHON TIEPCIIeKTUBE, TEM CaMbIM TapaHTUPYS
OTCYTCTBME KPOBOTEYEHM I, OCOOEHHO B CyCTaBaXx.

B TexHosmorum ncnonb3yroTcss AAV-BEKTOpHI C rerna-
TOTPOMHBIM JeiicTBueM. [locie ogHOKpaTHOTO BHYTpPU-
BEHHOTO BBEIEHUS W WHTEPHAIM3alMM TeraToluTaMu
3TU T€HBI, KOTOPbIE HE MHTETPUPYIOTCS B TEHOM, TPaHC-
kpubupytorcs B mosiekyabl FVIII u FIX u BeicBoOOX1a-
FOTCSI B KPOBOTOK.

OcratoTcst HepelleHHBIMU JIBe TTPo0ieMbl. Bo-TiepBbIX,
Y MHOTMX KaHIMJIATOB HA T€HHYIO TE€paruio CYIIECTBYIOT
HEUTpaau3ylolllie aHTWTeNa, HalpaBJIeHHble TPOTUB
Karicuia BUPYCHBIX BEKTOPOB, BO3HUKAIOIIMX B Pe3yJib-
Tare IMpeAlIecTBYIOIIET0 KOHTAKTa ¢ 3TUMU BeCchbMa pac-
MPOCTPaHEHHBIMU B TIpUpOJie BUpycaMu. Bo-BTOpBIX,
BO3HMKHOBEHME MMMYHHON peakiuy, HarpaBJIeHHOM!
MPOTUB TPAHCHOUIIMPOBAHHBIX TeMaTOLMTOB (T.€. ¢ U3Me-
HEHHbBIM TTyTeM BBEJEHUS B KJIETKY UYXKEpOIHON HYyKJIe-
MHOBOM KUCJIOTHI (DEHOTUIIOM), YTO MOXKET TIPUBECTU
K TUOEJIM TTOCTIeTHUX.

WUcnbiTanuss Ha  10OpoOBOJbLIAX — MOKAa3bIBAOT,
YTO TIOCJIe TEHHOM Teparnuu JIIOIU ¢ TeModuIneir MoryT
noctrnyb HopManibHbIX ypoBHelt FVIII wnu FIX, y Hux
0oJIbllIe HE pa3BUBAIOTCSl TeMOPPAru4ecKue OCJIOKHEHUS
1 UM He TpeOyercsl 3amecTuTebHast Tepanusi. OaHaKo
3a OTUMU 3aXBaThIBAIOIIMMU DPe3yJbTaTaMU CTOSIT IPY-
rue peanuu reHHo# Tepanuu. [Tponykims FVII unu FIX
y JIIo[ei, TOoydyaBIIMX JIeYeHWE, CUJbHO BapbUpyeT
u Herpeackasyema, 3(G@eKT MOXeT OTCYyTCTBOBaTb,
a MHOT/A BBIXOAUTH 3a Tpeesibl HOPMbI. BOJbIIMHCTBY
MaluMeHTOB TpedyeTcss MMMYHOCYIPeCCUBHas Tepa-
nusi, KOTopasi SIBJSIETCS] XYAIIeHd 4acThlO OIbITa, CBSI-
3aHHOTO ¢ TeHHoI Tepanueii. [IponsBoacTBo akropa,
MO-BUAMMOMY, CO BpEMEHEM CHUXKAaeTcs, 1Mo KpaiHen
mepe, miag FVIII, mosromy TpymHO TpOrHO3UpPOBaTh,
KaK JoaTO TIpomnuTcs 3hdeKT JeueHus [22].

OnHO M3 MOCTMXKEHWI TEeHHOM Tepanuu B 00JacTH
JeyeHust remopwinu A — npenapar Valoctocogene rox-
aparvovec. [lpruMeHeHMe maHHOTO TIperapaTa IMO3BOJISIET
JMIOCTUYb CTOMKON peMHuccur 3a00JIeBaHUSI Ha TIPOTSIKE-
HUU 5 JIET, COMPOBOXAAIOIIEHCS MUHUMATbHBIMU TMPOSIB-
JICHUSIMU TEMOPParuuyeckoro CUHAPOMa U BbIPaKEHHBIM
CHUXEHHEM TMOTPeOHOCTH B 3aMECTUTEILHOM Tepariu.

Xupypruyeckoe nedyeHue 60sbHbIX remodunuen

Hetsam ¢ reModuivedl MpU TUIAHOBBIX OIEepaTUB-
HBIX BMEIIATeIbCTBAX (3KCTpaKIUsl 3yOOB U TIp.) 3aMme-
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CTUTEJIBHYIO TepaIvio TPOBOIAT 3a 12 U 10 omepanuu
1 B TedyeHue 6 4 mocye Hee. TpebyeTcst 1abopaTOpHBIi
KOHTpoJIb 3a 3¢¢eKTUBHOCTbIO TemocTasa. [loBbI-
IIEHHBIM PUCK Pa3BUTHS WHTMOMTOpPA COXPAHSIETCS
B TeyeHue 10 Hen mocine onepauuu. HecMoTpst Ha Tpo-
(pmnakTUyecKoe BBeleHME KOHIIEHTPAaTOB (HaKTOpOB
CBEpTBHIBAHUSI, B KJIMHWYECKON TMpPAKTUKE HEOOXOIMMO
ITUHAMWYECKOE pa3BEepPHYTOE WCCIeTOBAaHUE CHCTEMBI
remocrasa (D-gumep, POMK, ¢oubGpruHOTreH) U reHeTH-
Yyeckux moJumMopdusmMoB cuctembl remoctaza (MTHFR
A1298C, FXIIT A226G, ITGA2 T807C) y mauuMeHTOB
C TeMAaTOMHBIM THUIIOM KPOBOTOYMBOCTHU TIPU TeMODU-
JIUM, OCOOEHHO TIPU TTOATOTOBKE K XUPYPTUIECKUM BMe-
aTeIbCTBAM, IJIT MIEHTU(UKALIMU TPOMOOTHUYECKUX
MapkepoB [23]. Jltoboe momo3peHue Ha YepernHO-MO3-
TOBYIO TpaBMy TpeOyeT WCKITIOUEHHMST KPOBOUBJIMSTHUS
B IIEHTPAJbHYIO HEpPBHYIO cucteMy. PebeHka rocmmra-
JIU3UPYIOT, TIPOBOIATCS WHTEHCHBHAsI 3aMECTUTENb-
Hag Tepanusl U CpPOYHas JUATHOCTUKA (KOMITbIOTEpHAsT
W MarHUTHO-PE30HaHCHAas ToMorpadum).

IMnaHoBast xupyprudeckasi MOMOIIb OOJBHBIM TeMO-
¢unumeii (Bce BuabI orepaluii Ha CycTaBaX, SHAOMPOTE-
3UpOBaHME U JIp.) OKa3bIBaeTCs B (DefepaNbHBIX LIEHTpaX.
Hanmnune sdpdexTnBHBIX M 0e30MacHbIX KOHIIEHTPATOB
(hakTOpOB CBEPTHIBAHUST KPOBY MUHUMM3VUPOBAIU PUCK
TMTIOKOATYJIIIIMOHHBIX KPOBOTEYEHUI TIpW TPOBEICHUN
OTIEPATUBHBIX BMEIIATEIBCTB Y OOJBHBIX C BPOXKIEHHBIMU
KoarynonatusiMu. Tak, 3HIOMPOTE3NpOBaHUE KPYITHBIX
CYCTaBOB CTaJIM B HACTOSIIIIEe BpeMsT TIOBCETHEHBIMU OTTe-
palysIMu Y TTAlIMEHTOB, CTPaJaIONINX reMOMUINeil U Xpo-
HUYECKOI TeMOoUIMIecKOoi apTponaTueii [24].

MecTHast Tepanusi TIpU KPOBOTEUEHUSIX BKITIOYAET
HaJIO)KEHUE TaMIIOHOB C TeMOCTaTUYeCKOM TyOKOId,
TpoMOuHOM. [Ipy BEIpazkeHHOM TreMapTpo3e (OKpyXK-
HOCTh CyCTaBa yBeJMueHa 0oJiee yeM Ha 3 CM IO CpaB-
HEHUIO C TaKOBOW HEM3MEHEHHOTO CyCTaBa, HEPBHO-
MBbIIIIEYHBbIE HapyllleHusi, 00JieBOil CUHAPOM OoJiee
CYTOK) TIOKa3aHa IyHKIWS C aclupamureil comepKu-
MOTO M BHYTPHMCYCTaBHBIM BBEIE€HHEM TPUAMIIMHOJIOHA
i 6erametazoHa B no3ze 10—20 wmr. Ilocne myHkuuu
cyctaB mMMOOMIM3yloT Ha 3—4 4. Ilpu Tsokensix dop-
Max reMo(UJIbHON apTpOIaTUM U YTpaTe MOIBMKHOCTU
B cycTaBe (aHKMJIO3) IMMOKA3aHO OMepaTUBHOE JICUeHUEe —
CUHOBIKTOMMSI, peapeccanns cyctaBa. C LeIblo BoccTa-
HOBJIeHNSI (DYHKIIMM CyCTaBa W JIEYEHUS] XPOHUYIECKOTO
CMHOBMUTA MOKa3aHO MpUMeEHEHNeE JieYeOHON (PU3KYIIb-
TYpHl U (pU3MOTEPATTUM C UCTIOIB30BaHUEM OTEYECTBEH-
HBIX HapaboToK [25].

CneumanuavpoBaHHas NOMOLLb 00NbHbIM
remodunuen

ITomonis OOJNBHBIM HACIEACTBEHHBIMU KOAryJjo-
naTusIMMA, B TOM 4HCJIe TeMOUiInUeil, OKa3bIBaeTCs
B demepalibHBIX TeMaTOJIOTUUEeCKNX IIeHTpaX, CO3IdaH-
HeiXx ipu HUMUM remaTonormueckoro mpoduis, perno-
HaJBHBIX IIEeHTpaxX W (HInajax, B 00JaCTHBIX M KPaeBbIX
OosbHUIIAX Uil AeTeil U B3pocibIX. Peann3oBarh peaib-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

HYIO CHCTeMY HaOJIIOIeHUS ynaeTcsl He Be3lie, OCOOeHHO
Ha TEPPUTOPUSIX C HMU3KOW TUIOTHOCTBIO HaCeJIeHMUS
WIM B yIAJeHHBIX peruoHax. B atux ciayvasix pyHKImu
MTUHAMUYECKOTO HaOIIoeHUsT 32 OOJIbHBIMU TeModu-
JIVel BO3JIaraloTcsl Ha reMaToJI0TOB PeTHOHOB M KAYECTBO
MOMOIIIM OOJTBbHBIM BO MHOTOM 3aBUCUT OT UX KBaJU(U-
KAl Y 3HAaHUM.

JIBaXX1bl B TOJl COCTOSTHUE OOJbHBIX OLIEHWBAIOT pa3-
JIMYHbIE CMEIMATUCTBI 1IeHTpa reModuiru. CocTtosiHue
CYCTaBOB M MBIIIIL ITPOBEPSIET OPTOTIEA, TIO TTOKa3aHUSIM
Ha3HayalT pPEeHTTeHoJoTnuyeckue CHUMKU. KoHTpo-
JIUPYIOT J1abOpaToOpHble TTOKa3aTeIsIMU: TeMOTrpamMMy,
aKTUBHOCTh (DEPMEHTOB TIeUEHU, HaJUYUe aHTUTEI
k renatutam B, C, BUY, komuuectBo numdouuTon
CD4+ u CD8=. IIpoBoasT TecThl Ha HAJIMUKME AaHTUTE]
k FVIII/IX. BonbHoli mojyyaeT ero oObIYHYIO WHQY-
3uto KoHueHTpara FVIII/IX, mocne uero ompenensitor
aktuBHocTh FVIII/IX no 1 nmocne nndysun. Tak mondm-
paroT MpaBUJIbHYIO 103y TpernapaTa U UHTePBaJIbl MEXITY
UHGY3USIMU.

B nocnenHue roabl BeaeTcst yueT OOIbHBIX reModu-
el B paMkax Beepoccuiickoro peectpa aeteit ¢ Hacen-
CTBEHHBIMU KoaryjonatusiMu. OueBunHoO, yto B Poccuu
HET IMOJHOU nH(pOpPMaLIMK O BCeX OOJIbHBIX rTeMoMhuInei,
HO TMOSIBJIEHUE PETUCTPOB — 3HAUMTEJIbHBIN 11ar B pellie-
HUM MPOOIEMbI OKa3aHUS MEIUIIMHCKON TTOMOIIM MallM-
eHTaMm ¢ remodwiueit B Poccuu, mipexae BCero ¢ MHTU-
OUTOPHOI (POPMOIA.

MporHo3

BonpHBle Temodunmeir Tomaexkar odOpPMIECHUIO
Ha nHBaMMIHOCTD Npu cHkeHnu FVIIT/IX menee 25%.
IMauyeHTBl ¢ HapyIIeHWSIMA OMOPHO-IBUTATELHOTO
amrmapara JOJIDKHBI TPOXOIUTh KYpPChl JieueOHOM (us-
KyJIbTYPHI TI0 CeMaIbHBIM MporpaMMam, pa3padboTaH-
HBIM COBMECTHO C TeMaToJIoraMu.

B peabwmranmum  GOJIBHBIX
HaripaBJIeHUS:

1) npoduiakTUKa OCIOXHEHUI TyTeM paHHEro BBe-
NeHUs aHTUTEMOMUIBHBIX (PaKTOPOB;

2) pa3paboTka OECKpOBHBIX METONIOB JICUCHUS
U TIpoUJIaKTUKA XPOHUYECKHUX apTPOMNaTUil U TICEeBIO-
OnyXoJei;

3) PEeKOHCTPYKTUBHO-BOCCTAHOBUTEIbHAS XUPYPTUS
OpraHoB OMOpPbI W JIBWXEHUS (apTpoIlacThKa, apTpo-
CKOIMYecKast CAHHOBIKTOMMUS) [26].

AKmueHblll 00pas HCU3HU U HEKOMOpble 02PAHUYEHUs.
IMonpasymeBaeTcsl MAmsSIIIMii pexXuM, TpenyrnpexieHue
TpaBMUPOBaHUS, MIEHOIJIACTOBAs 3alllUTa CyCTaBOB, BOC-
CTAHOBUTEJIbHBIE LIEHTPHI TS AeTei, 6OJbHBIX TeMOdu-
nueii. OKpyxawoliye 10JKHbI 3HaTh 0 00JIe3HU pebeHKa.
Y kaxmoro 0O0JbHOTO TemModuiueid MOoMKHA ObITh
«KHMXKa TeModuiuKa», TAe yKa3aHbl TpyIlna KpOBH,
CTPaxoBOii MOJIKUC U XapaKTep HEOOXOAMMOI 3KCTPEHHOM
nomoniu. CriopTUBHbBIE COPEBHOBAHUSI, 3aHSTUSI HA CHa-
psimax, TOpHbIe BUABI CriopTa, (PyTOOII, XOKKE MPOTUBO-
nokazaHbl. OCTOPOXXHO HalO OTHOCUTBLCS K KaTaHUIO

BBIACJIAIOT TpHu
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Tpuzopves K. 1. u coaem. Temounus y neteit — cCoBpeMeHHbIE MapaurMbl JJe4eHUs M TPOPUIAKTUKY

Ha BeJIocUIIe/ie, JIbKaM, Urpam ¢ MssuoM. MoXXHO 3aHM-
MaTbCS JIIOOUTEILCKAM ITIJIaBaHUEM, CTPEIb0OI U3 JIyKa,
HaCTOJIbHBIM TEHHUCOM, TapyCHBIM CITOPTOM, TOJIb(OM,
OagMUHTOHOM. BaxkHbl TpodeccroHaibHasi OpUeHTa-
s, a TakXke TMPUMEHEHWE 3aMECTUTEJIbHOW Teparuu
B IepBBIE 2 4 MOCJIe TPaBMbI («IOMAaIITHEe JeUeHUEe»).

3akntovyeHune

«30JIOTBIM ~ CTAaHAAPTOM»  Tepanmuu  reMO(pUINN
TTO-TIPEXXHEMY OCTaeTcsl TIPUMEHEHUe KOHIIEHTPAaTOB
(akTopoB, TEM He MeHee B TIOCIIeHUE TOIbI OTMEUaeTCsT
OypHOe pa3BUTHE HOBBIX OMIINIi ledeHus. B Poccuu mpo-
BeJeHbI MHOTOYMCJIEHHBIE KIMHUYECKUE MCCSIOBAHUS
OTEUECTBEHHBIX PEKOMOMHAHTHBIX TIpernapaToB (akTo-
POB CBEPTHIBaHUS KpOBM (MOpPOKTOKOTa ajib(a, HOHa-
Kora anbda, snTakora anabda), MPOIEeMOHCTPUPOBAB-
e ux 06e3ycIoBHYIO 3G dOEKTUBHOCTD U Oe30TaCHOCTD,
YTO BO MHOTOM pEINWJIO OpTraHMW3allMOHHBIE BOMPOCHI
obecrieueHUsT JKU3HEHHO BaXKHBIMU TperapaTaMu 00JTb-
HBIX C HACJIEACTBEHHBIMM KoaryjaonaTusiMu. [TosiBuiach
BO3MOXHOCTb IIIMPOKOTO MCITOJIb30BAaHUS TTPOGMUIAKTI-
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