https://doi.org/10.29296/25877305-2022-04-06
Femochunus:

posib OTEYECTBEHHbIX NpenapaTos
3aMecTUTENbHON Tepanuu

B [1IETCKOM Ne4e6HON npaKkTuke

KM. Tpuropbes, JOKTOP MEANLMHCKIX HAyK, Npodeccop,

TT. MnaxyTa, kKaHANAAT MEANLMHCKUX HayK,

AJl. ConoBbeBa, KaHANAAT MEAMLIMHCKNX HayK,

E.E. BapTaneToBa, KaHanaaT MeAMLIMHCKNX HayK,

Poccuitckuii HaumoHanbHbli McCneaoBaTenbeKuii MeguLHCKMiA
yHusepcuteT uM. H.W. Muporosa Munaapasa Poccuu, Mockea
E-mail: k-i-grigoryev@yandex.ru

Temoghunnsa oTHOCUTCA K Hambosee pacnpocTPaHeHHbIM T€HETUYECKN fe- \
TEPMUHUPOBAHHBIM HAPYLUEHUAM CBEPTbIBAHUSA KDOBU. 3a60/16€BaHNE MaHN-
checTupyercs B PaHHEM JJETCKOM BO3PacTe, Hanbosee pacnpoCcTpaHeHHbIMU
KITUHUYECKUMU BaPUAHTaMU 3a60716BaHNS ABNAIOTCS remopunusa A (gecu-
unt pakropa [F] VIIl) v remocpunusa B (pnecpuuynt FIX). [narHoctuka tpe-
6yeT 0653aTenbHOr0 1a60paTopHOro MOATBEPXKAEHUS FEHETUYECKOr0 OT-
CYTCTBUS N CHUXEHUS aKTUBHOCTU (DaKTOPOB CBEPTIBAHUS KPOBU: ANIA
remogpusimn A — FVIIL; gns remocbunnm B — FIX. BHegpeHne B nocnegHne rogbl
B NPAKTUKY OTEYECTBEHHbIX PEKOMOUHAHTHbIX (DaKTOPOB CBEPTHIBAHUS —
mopokTokora anegha (BDDrFVIIl), HoHakora anbgpa (rFIX) u antakora anbgha
(akTuuposarHoro) (rFVIla) — no3Bonnno B 3Ha4NTENILHON CTENEHU ONTUMY-
3UPOBaTh 3aMECTUTENIbHYIO Tepanuo y [eTeu, 60/bHbIX FemMopuaned,
a B YC/IOBUSAX HAPACTAIOLLMX 3anafHbiX CaHKLMIA 00eCneynTh NayneHToB He-
00X04NMbIMU CPELCTBAMY YPrEHTHO MOMOLYM U TPOHOUNAKTUKY, HE yCTyna-
LMY TTYHLLINM 33PYOEXHbIM aHanoram. B MHOrOLEHTPOBbLIX KITMHUYECKUX
UCCNE[0BAHUSX [0KA3aHA MX BbICOKAs TepaneBTnyeckas 3g@PeKTUBHOCTb
U HU3Kasi UMMYHOr€HHOCTb. HoBble MPUHLMMLI TEPAMUY BKITHOYAKT HEGPAK-
TOPHbIE MPEnapatbl W BapUaHTbl FEHHOW Tepanun Kak Ansa remogunnm A,
TaK u 4nsa remoghusinmn B.
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Kor anbaa, anTakor anbga (aKTMBMPOBAHHbIN).

Ins uutuposanus: lpuropses K.W., Mnaxyrta T.I., Conosbesa A.J1. n gp. lemo-
hunus: ponb 0Te4ECTBEHHbIX NPENapaToB 3aMeCTUTENbHON Tepanui B AETCKOIA
ne4ye6Hoi npaktuke. Bpay. 2022; 33 (4): 43-52. https:/doi.
0rg/10.29296/25877305-2022-04-06

/

l_‘eMoq)me — reMmopparuyeckue 3aboieBaHusl, 00Y-

CJIOBJICHHBbIE HacjeayeMbIM Je(heKTOM IL1a3MEHHbIX

dakrtopoB (F) cBepThiBanus. TepMUH «reMoGWIns» mpo-

HWICXOIUT OT TPEUYECKUX CIIOB «Aaima» — KpOBb U «philia» —

CKJIOHHOCTb, T.€. «CKJIOHHOCTb K KPOBOTeUeHUSIM». Bbime-

JISIOT CJIeAyIoIIre TUIIbI 3a00IeBaHUS:

* remoduust A — HenoctarouHocTs FVIII (MKB-10 —
D66);

* remopuausgs B — Hemoctatounocth FIX (0ose3Hb
Kpuctmaca; MKB-10 — D67);

* remodwnus C — HemoctaTouHOCTh FXI (60s1e3Hb Po-

3CHTAJIA).

B 1803 r. amepukaHckuii Bpau J. Otto BriepBble onucan
reMoWInIO Kak caMmocTosTelbHOe 3a0oeBaHue. B 1813 1.
J. Hay BniepBbie OMyOJMKOBaJI POAOCIAOBHYIO CEMbU 0O0JIb-
Horo reModwiueii. B 1820 . C. Nasse copMynupoBa 3a-
KOH O HAacCJIe[ICTBEHHON mepenaye 3a00jieBaHUsI — OT Jena
K BHYKY 4epe3 BHEIIIHE 3J0pOBYIO MaTb-KOHIyKTOopa [1].

JnNUAEMunonorua

ITemodunust BctpeuaeTcs ¢ YacToToit 7—16 ciyvyaeB Ha
100 TBIC. IETCKOTO HACEJNEHUS, TIPU 3TOM TeMoprinio A
BbISIBJISIIOT y 80% GosbHBIX, TeModuauio B — y 19%, re-
Modwmmio C —y 1%. Ilemodunust A u B xapakTepHa uc-
KJTIOUNTEILHO IS JIMI[ MYKCKOro Iojla. B mocimemHme
roabl B pamkax Bcepoccuiickoro peectpa aeTeit ¢ Hacen-
CTBEHHBIMM KOAryJonaTUsIMU BeAeTCs YYeT OOJIbHBIX Ie-
Modunueit. B ®enepanbHbIi perCTp MAIUEHTOB C TEMO-
dunueit mo cocrogHuio Ha 25.10.2018 . OBLIN BKIIIOYEHBI
7433 mauumeHTa ¢ remoduianeir A wim B, u3 HuUx y 6525
MalMeHTOB IUarHOCTUpOBaHa reModuinus A; nos neteit
coctaBwia 30,8% [2]. B Hactosiiiee Bpemsi B Poccuu HeT
noiHoOi MHMopMauuu 000 BceX OOJBHBIX TeMOMUINEH,
HO MOSIBJICHUE PETUCTPOB — 3HAUMTEbHBIN IIar B pelie-
HUU JaHHON MpoOJIeMBbI.

HecMoTpsi Ha 0e3yclIOBHYIO TSKECTh TEYeHUsT 3a00-
JIeBaHMSI, 1O JaHHBIM MocKoBckoro ropojackoro LleHTpa
JIETCKOI TeMaToJIOTUM U OHKOJIOTMHM, 3a TTocjieaHue 25 jeT
3apeTUCTPUPOBAH TOJBKO 1 CiIydaili cMepTH pebeHKa OT Te-
MOPParu4eckKoro OCIOXHEHMS B pe3y/IbTaTe TPaBMBI.

CNELUWANN3NPOBAHHAA MOMOLLb BOJIbHbIM FEMO®U-
NINEN B POCCUK

ITomowib OGOABHBIM HAacCJIeACTBEHHBIMM KoOaryjora-
TUSIMH, B TOM YHCJIe TeModuimeil, oka3siBaeTcsa B PDe-
JIepAIbHBIX TEMATOJIOTUYECKUX LIEHTPAX, CO3MaHHBIX TIPU
Hay4yHo-ucciienoBaTeIbCKMX MHCTUTYTaX TeéMaToI0rnye-
CKOTO Tpo(MIII, perioHaNbHEBIX IIEHTpax W (puiMaiax,
B O0JIACTHBIX M KpaeBBIX OOJBHUIIAX IJIS JeTeil M B3pOC-
gbiXx. OIHAaKO TMOJHOLIEHHO peajn30BaTh CHUCTEMY Ha-
omoaeHusi B Poccum ypmaetcss He Besle, OCOOEHHO
OCTpO IaHHas MpoOJieMa CTOUT Ha TEPPUTOPUSIX C HU3-
KO# IJIOTHOCTBIO HAceJeHUsI, B YIAJIEHHBIX pETHMOHaX.
B aTux ciayvasax ¢pyHKIUM TMHAMUYECKOTO HAOJIIOACHUS
3a OOJBHBEIMM TeMOGIIINEl BO3JIOKEHBI Ha pPerdoHajb-
HBIX TEMATOJIOTOB U KaYeCTBO MOMOIIX BO MHOTOM 3aBU-
CUT OT MX KBIM(PUKALIMU U 3HAHUIA.

IMamueHTsl ¢ reModuarMeil MOJKHBI ABaXIbl B TOM
MIPOXOAUTH OCMOTP, IIPU KOTOPOM CIEIUATMCTHI LIEHTPa
reMouINM OLEHMBAIOT MX COCTOsSHME. Tak, oprormen
MPOBEPSIET COCTOSTHUE CYCTABOB M MBIIIII, 1O ITOKa3aHU-
SIM Ha3HaYaeTcs] PEHTICHOJIOTHMYECKOE WCCIIeTOBaHNUE.
TakKe OLEHMBAIOT (PU3NYECKOE pa3BUTHE IIAlIMEHTA,
KOHTPOJIUPYIOT JabopaTopHble ITOKa3aTeJHU: reMorpam-
MY, aKTUBHOCTb (DEPMEHTOB IT€YEHM, HaJIMYMe aHTUTE]
Kk renmatrutam B, C, BUY, xomuuectBo CD4*- u CD8"-
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mumdonunToB. [IpoBoasT TecThl Ha HaJIWYUE AHTUTEN
Kk FVIII/IX. Kpome Toro, manueHTy IPOBOASAT OOBIIHYIO
nHby3uw KoHueHTpara FVIII/IX nas onpeneneHus ak-
tuBHocTH FVIII/IX no n mocne nHby3uu, 4To0BI MOI0-
OpaTh NpaBUJIBHYIO J03Y IIpelrapaTa M MHTESPBAJIbl MEXIY
UHPY3UIMU.

JTnonorus U NATOreHe3

Iennr, komupyromue FVIII u FIX, nokanusyrorcs
B IUCTaJbHON YacTu g-Tjievya X-XpOMOCOMBI U PacroJio-
KEHBI OYeHb OJU3KO APYr K Apyry. s reHa, KOAUpyoo-
mero FVIII, sTto obmacth, ycaoBHO Ha3biBaeMas X(q28,
a na FIX — yuactok Xq27.1-27.2. CoueTaHHast reMoGpu-
JIus Wiy nepBuyHoe cHukeHue aktuBHocTu FVIII u FIX
BCTpEYaCTCs UCKITIOUNTEILHO PEIKO.

Temopunug A u B mepenaercst mo periecCCUBHOMY THITY.
Hocurenu marojsornyeckoro reHa (KOHIYKTOPbI) — AoYe-
pu 60JbHOTO TeMobunneir. BeposITHOCTh pOXIEHUS Y HUX
GojbHOro pebenHka (cbhiHa) cocraBisieT 25%. Poxnenue
OONILHBIX JEBOUYEK TEOPETUYECKM BO3MOXKHO IpHU Opake
MYXUYUHBI, 00JbHOro reMouiareit, u XKeHIUHbI-HOCUTE-
JIsI TATOJIOTMYECKOTo TeHa Wi (KpaifHe pelKo) MMeroIeit
OIHY MHAKTUBUPOBAHHYIO MOJIOBYIO XpoMocoMmy. IeModu-
Just C HaciemyeTcsl 1O ayTOCOMHO-PELIECCUBHOMY THITY.
Criopainyecku BCTpeyarTcsl MyTallMOHHbIE (pOopMBbI 3200-
JIeBaHWS, KOTma y IeTeil, OOJBHBIX reMoIIneid, HaclIed -
CTBEHHAsI OTSTOILLIEHHOCTb OTCYTCTBYET.

Y OosibHBIX remModunuel BCIAEACTBUE CHUXEHUS B
kpoBu aktuBHoct FVIII/FIX mapymaerca 1 ¢aza cBep-
ThIBaHUS KpoBH. KpoBoTedeHMsT Ipu TeMOGUINU HOCST
OTCPOYEHHBII XapakTep, T.e. pa3BUBatoTcs yepe3 1—4 4 mo-
cjie TpaBMbl. DTO OOYCJIOBJIEHO COXPAaHHOCThIO (DyHKIWH
(amresmst m arperamus) TPOMOOIIMTOB, O0ECIIEYMBAIOIINX
BPEMEHHBII TeMOoCTa3 3a cueT 00pa3oBaHuUs TpoMOoLIMTap-
HOM TPOOKH.

HccnemoBatenssMu  pacmmdpoBaHa  MOJCKYISIpHAS
crpykrypa FVIII/FIX ceepreiBanus kposu. Tak, FVIII co-
CTOMT U3 JIETKOM Lenu, BKIovatoiiein fomeHnl A3-C1-C2,
¥ TSDKEJIO 1enn, BKITovatonieit njomeHsl A1-A2-B. Myra-
muu B reHax, kogupylomux FVIII u FIX, npuBongt 6o
K I1euuuTy GakToOpoB, JIUOO K HAPYIIEHUIO UX (DYHKIIWI,
BCJIECTBUE 4ero (POpMUpPYeTCsl COOTBETCTBEHHO JIMOO Te-
Modunusa A, mnoo remodrius B.

Ien, xomupytonumii FVIII, otkpeiT B 1984 1., 4yTo mo-
3BOJIMJIO CO3/1aTh KOHIIEHTPAaT Ha OCHOBE MOJIEKYJSIPHBIX
texHosnoruii. Konuentpar pekom6uHantHoro FVIII cran
npuMeHAThbes ¢ 1992 1., konneHTpar FIX — ¢ 1998 . [3].

Takke OTMETHUM, YTO MpPU MYyTallUSIX B JIETKOH Lienu
PUCK pa3BUTUSI UHTUOUTOpPA B 2 pa3a 0oJibliie, YEM MPU MY-
tanusx B Tsokenoit uenu FVIII [4].

KINMMHUYECKASA KAPTUHA

OCHOBHbIE KIIMHUYECKKE IPOSIBICHUS TeMOMWINN —
KPOBOTEYEHUSI U KPOBOU3JIUSIHUS, BO3HUKAIOIIME CIIOH-
TaHHO WJIW BCJIEACTBUE TpaBMbI. [Ipy 3ToM remodmimm A
1 B UMEI0T CX0XYI0 KIIMHUYECKYIO KapTUHY [3].
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Y HOBOPOXICHHBIX AeTell MpU3HAKaMN TeMO(DUIUN
MOTYT CIIYXWTh IJIMTEIPHOE KPOBOTCUYCHUE M3 ITyIIOYHOM
paHKM, MOJKOXHBIE TeMaTOMbI, KedaaoremMaToMbl. Y ne-
Tei MepPBOTO TOAa KU3HU KPOBOTEUCHUST MOTYT OBITH CBSI-
3aHBI C IPOPe3bIBaHUEM 3y00B, onepatmsiMu. OCTpbIe Kpast
MOJIOYHBIX 3y0OOB MOIYT CTaTh NMPUYMHON TPUKYCHIBAHUS
sI3bIKa, TYO, 11IeK ¥ KPOBOTEUEHMI1 U3 CIIMBUCTHIX 000JI0UEK
mosocty pra. OMHAKO B TPyIHOM BO3pacTe reMopuins ae-
OIOTUPYET PEIKO B CBSI3U C TEM, YTO MAaTEPUHCKOM MOJIOKE
COIEPXUTCS JOCTATOYHOE KOJMUYECTBO TPOMOOKMHA3bl —
aKTUBHOTO (epMeHTa, CIOCOOHOTrO YIyyllaThb CTPYKTYPY
KPOBSIHOTO CTYCTKa.

BepossTHOCT MOCTTpaBMaTUYECKUX KPOBOTEYCHMI
3HAYMTEJBHO BO3pacTaeT, Korma pebeHOK ¢ remModuimneit
HauYMHaeT BCTaBaTh M XOIUTh, T.€. BO 2-1i MOJIOBUHE ITEPBO-
ro WJIM Hadajle BTOpOro roja xkus3Hu. [lepBbie TIposiBIeHUS
3a00J1eBaHNUS — MHOTOUYMCJIEHHbIE CUHSIKU TOCJIe TPaBM,
IJTATEIbHBIE KPOBOTEUEHHUS TTOCIIEe B3SITUS KPOBU Ha aHa-
JIN3, U3 Y3ISYKH sSI3bIKA TIPU TU1ade, IIPH SKCTPaKIINKU 3y00B,
a TaKKe reMaTOMbl B MECTe BHYTPUMBIIIEUHBIX U BHYTPH-
KOXKHBIX MHBEKIIWA.

Hns mereii cTapire 1 roga xapaKTepHBI MACCUBHBIE KPO-
BOMB3IUSHUS B KOXY (3KXMMO3BI), TTOAKOXHYIO KJICTYATKY
(reMaToMbl) M CyCTaBbl (reMapTpo3bl; MPEUMYIIECTBEHHO
B KPYITHBIX CYCTaBaX — KOJICHHBIX, JIOKTEBEIX, TOJICHOCTOIT-
HBIX, TUICYEBBIX), HOCOBBIE KpoBoTedeHMSI. KpoBoTeueHMs
BO3HUMKAIOT MIPU HAPYIIEHUM 11€TOCTHOCTU KOXKHBIX TTOKPO-
BOB U CJIU3UCTHIX 000JI0YEK.

IIpu reMapTpo3e BO3ZHMKAIOT OCTpPEIC OOJIM U Hapy-
LIeHWe MOABUKXHOCTU CYCTaBa, KOTOPBIN YBEIMUMBACTCS
B 00BbeMe, KOKa HaJl HUM CTAaHOBHUTCS ropsiueii Ha OIIYITh.
OnHOKpaTHOE KPOBOUBIUSIHUE B CyCcTaB Mpepaciiojiara-
€T K MOBTOPHBIM KPOBOM3IUSIHUIM B 3TOT X€ CYCTaB 3a
CUET pa3BUTHUS BOCHAIMUTENbHOrO Mpolecca. [emopuimu-
yecKas apTponatus (XpOHWYCCKUUA CHHOBUT) ITPUBOIUT
K TIOoTepe Araria3oHa ABMKCHUIN M MBIIIIEYHON aTpouu,
CONpPOBOXIaeTcs OOJIEBBHIM CUHAPOMOM, 3HAYMTEJIbHO
CHIKAeTCsT KauecTBO KM3HU. OOIMpHBIE TeMaTOMBI,
B TOM YHCJIe BHYTPUOPIOIIHEIE, MOTYT IIPUBOINTD K KOM-
IIPECCUM OKPYXAIOIINX TKaHEH M HapYIIeHUI0 (PyHKIIUHU
BHYTPEHHUX OpPraHOB U KOCTeil (KOCTHas IICEBIOOMY-
XOJIb).

BBIIeISIIOT JIETKYI0, CPeTHETSIKEIYI0 U TSLKEIyIo (pop-
MbI TeMOGUINUU, IIPU 3TOM BBIPAXKEHHOCTh TeMopparuye-
CKOTO cHHApoMa ompenensiercss aktuBHocThio FVIII/FIX
B KPOBHU:

* TIpU JIeTKoi opMe — >5% OT HOpPMaJIbHOI; KPOBO-
TE€YEHMSI BO3HUKAIOT PEIKO, OOBIYHO MOCIIE TSXKEJIbIX
TpaBM;

Tpu cpeaHeTsekeson popme — 1—5%; KpoBOTEYEHUS
BO3MOXKHBI TOCJI€ HE3HAUUTEJbHBIX ITOBPEXKICHUIA;
XapaKTepHBI TeMapTPO3bI M OOIIUPHBIE TEMATOMEI;
npu Tsekeaoin popme — <1%; KpOBOTEUEHHUSI MOLYT
BO3HHUKAaTh CIIOHTAHHO; XapaKTePHBI TIOBTOPHBIE TsI-
XeJIble TeMapTPO3bl; HAPYKHBIE M BHYTPEHHKE KPO-
BOTCUCHMSI.



Temodpunua C xapakTtepusyercss JIETKUM TeYeHUEM,
TIpUIeM IIpsIMast KOPPEISIIIS MEXKITY BRIPaKeHHOCTBIO KITH-
HUYECKUX MPOsIBICHUI U akTUBHOCThIO FXI oTcyTCTBYeT.

IIpu Tsxenoii popme remopwinun y 5—10% 060Jb-
HBIX B pe3yjbTaTe IIPOBOIMMOI 3aMECTUTEIBHOM Tepa-
MUKW pa3BUBAETCI TaK Ha3biBaeMas MHIMOUTOpHas ¢popma
remopuuu. MHruOUTOpLEl — 3TO BBICOKOCHELIM(UYHBIE
aHTuTena, oTHocsauecs K 1gG4. OcnoxHeHue KJlacCu-
GUIMPYIOT B 3aBUCUMOCTY OT HAIMYMS M aKTUBHOCTH MH-
ruduTopa:

* HeocJoXHeHHass reModuaus (mHruourop <0,6 enu-

Hui beresna);

* UHTMOUTOpPHAsA reMo(uIns — HU3KO pearupyrommi

uHruouTop (1o 5 enuHui betesna);

* BBICOKO pearupymoimuii uHruourop (>5 enunull be-

Te3ma).

Bce naetu ¢ reModunveil BXoAdT B IPYIIy pUcKa IO
napeHTepaJbHbIM UHpeKUsIM (BUpycHble renatutel B, C
u D, BUY-unbexus u op.).

Juaenocmuka 3a001eBaHUs OCHOBBIBA€TCS Ha TaHHBIX
aHaMHe3a, B TOM YHCJIe HAcJeJCTBEHHOTO, KJIMHMYECKOI
KapTUHE W OIpeIesieHNd B KPOBM aKTUBHOCTU (DAKTOPOB
VIII, IX unu XI. K amarHocTYecKUM KpUTepusM reMmodu-
JIUM OTHOCSITCS:

TeMAaTOMHBIA TUIT KPOBOTOYMBOCTH OTCPOYEHHOTO
XapakTepa;

OTSTOIIIEHHAs HaClEeNCTBEHHOCTh (MCKIIOYEHUE —
(opMbI, 00YCTIOBIEHHBIE CTIOPAANYECKUMU MYTallv-
SIMU);

aHIPOTPOITU3M — 0OJICIOT TOJBKO MAIBUMKHY;
yIUIMHEHWE BPEMEHU CBEPTHIBAaHMS KPOBU IO JIn—
Vaiity u CyxapeBy nNpy HOpMaJbHOM MPOAOJIKUTEb-
HOCTH KPOBOTECUCHUSI 110 AiTBH;

yBEJIMYEHUE aKTUBMPOBAHHOI'O YaCTUYHOI'O TPOMOO-
macTuHoBoro BpeMmenu (AUTB) >55—60 c;
cHmxenne aktusHoctr FVIII u FIX <50% HOpMBI;
noJyioxxutenbHble pe3ynsrathl JIHK-guarHocTukm,
Hanuuue MyTaumii reHoB, koaupyomux FVIII, FIX,
FXI.

J71s1 IMarHOCTUKY MHTUOMTOPHOM (popMBbI TeModrInm
OIpEeAeNSIIOT aKTUBHOCTh CHeIU(bUIECKOro WHruouTopa
K cHU>XXeHHoMY (akTopy. B HacTosIiee Bpems Uit onpene-
JICHUsI TUTPa MHTUOMTOPA PEKOMEHIYIOT UCIIOJIb30BaTh Me-
toa bere3na B Monudukaunm Huitmerex [1].

Ilo moxazaHUAM TPOBOIITCS ciemywoue obciaeno-
BaHusi: Y3U cycraBa, opraHOB OpIOIIHOW TMOJOCTU, MO-
YEBBIBOISIINX IIyTel, 3a0pPIOIIMHHOIO IIPOCTPAHCTBA;
MarHuTHoO-pe3oHaHcHass ToMmorpapus (MPT) cycraBba,
MSTKUX TKaHeil, TOJIOBHOTO MO3ra; peHTreHorpadust cy-
craBa; KoMmbiotepHast Tomorpacdust (KT) opranos rpymHoi
KJIETKH, TOJJOBHOTO MO3ra, 330(haroracTpoayoaeHOCKONUs
W IPYTUE UCCIIEIOBAHMSI.

Hughgpepenyuansvhyio duaenocmuxy TIPOBOIST C IPYTH-
MU (opMaMU TreMOpparndyeckKuMx AUaTe30B — OO0JE3HbIO
¢oH BuniedbpaHaa (CMHOHUM — aHTMOTeMOMUIINS), TPOM-
OacteHueil INaHIMaHa, TPOMOOLMTONEHUYECKOW ITyp-

nypoil. [Ipu HegocTatoyHOI akTWUBHOCTU (dakTopa (PoH
Bunnebpanga HaOmogalOTCsl camMble IJIUTEIbHBIE KPOBO-
TEeYEHUsI, y TAllMEHTOB HaOJII0Jal0TCsl HAPYIIEHUST BO BCEX
3BEHbSIX remMocTasa. B aToT ciayyae Hapyiaercs aare3us
TpOMOOIINTOB Ha KoyiareHe IV m cHIDKaeTcs comep:kaHue
B mna3me FVIII, Tak kak dakTop ¢on Bumiedbpanaa mpe-
MSATCTBYET €ro MPOTeoIun3y [6].

Aumenamanvhas Oduaenocmuka. B Hactosiiee BpeMst
C TIOMOIIIBIO METOIOB HETIPSIMOTO 1 IIPSIMOTO aHAJIM3a TCHOB
B OOJIBILIMHCTBE CJy4aeB BO3MOXHO IPOBEJECHUE aHTEHa-
TaJbHOW AMArHocTUKU B | TpumecTpe GepeMeHHOCTH. s
aHanm3a JJHK marepuan 3a0upaioT ¢ MOMOIIbIO OMOIICUU
xopuoHa Ha 10—12-ii Heaene 6epeMeHHOCTH WU ITyTEM aM-
HUOLIeHTe3a mocie 15-if Hegenu 6epemeHHOCTH. [Ipeumy-
IIECTBO JaHHOTO MeTOoAa — PaHHWI THMArHO3.

Houmnasaumavuonnas duaenocmuxa. Ilpm 3KcTpakop-
MOpaJbHOM OILJIONOTBOPEHUHU BO3MOXHO Oe30IacHoe Ui
JaTbHENIIEro pa3BUTHS TUIOAA M3BSITUE OMHOU KIIETKU W3
KaXXJIOro 8-KJIETOYHOIo 3MOPMOHA TSI AMAarHOCTUKH IT0Ja
IUIofa U HajJWyus MaTOJOTMYECKUX Te€HOB, B TOM 4YHCJIe
U reHOB reModuinu. B MaTKy 3aTeM IMoMeIaloT HEITOBPEX-
JIeHHBIA BMOPHUOH.

JIEMEHUE

OcHOBY JieueHUSI HEOCJOXHEHHBIX WHTMOUTOPOM
¢dopM reMo(UINM COCTaBISIET 3aMECTUTENIbHAs Tepanus
KOHLIEHTpaTaMu OTCYTCTBYIOIEro ¢akTopa sl NOCTU-
JKEeHMST aleKBaTHOro reMocrasa. Pa3paboTka u BHeapeHue
KOHIIEHTPATOB TIO3BOJIVIIA JOOUTHCS CYIIECTBEHHOTO TTPO-
rpecca B yJIy4llIeHUY KauecTBa XXU3HU O0IbHBIX TeMODUIN-
eli, 3aMeUIUTh TTPOrpecCUPOBaHUE apTPONAaTUil M CHU3UTD
KOJIMYECTBO (haTaTbHBIX KPOBOTEUEHUI [7].

[ns xynupoBaHUsi KPOBOTEYEHUU Tpu remoduiuu
nMeeTcsl OOJIbIION BBIOOP KOHLIEHTPATOB: IJIa3MEHHBIE,
PEKOMOMHAHTHBIE, KOHLIEHTpaThl (aktopa VIII, B Tom
4HCIIe C IIUTEAbHBIM Iepuonom mnonysbiseneHust (T, ).
KoHieHTpaTel (akTOpoOB CBEpThIBAHUSI KPOBU BBOMAST
BHYTPUBEHHO. D(MGEKTUBHOCTh 3aMECTUTEIBHOM,/TeMO-
CTaTUYECKOW Teparuu CYIIECTBEHHO TMOBBIIIAET UCTIONb-
30BaHME CHCTEM MOCTOSSHHOTO BEHO3HOTO JOCTyIa THUTa
«IIOpT» IJI 00eclevYeHMs] afeKBaTHOIO COCYIUCTOTO J0-
CTyIa y JeTeil MJadIIero Bo3pacTa C TSDKEJIbIM TeUeHUueM
remoduun [8].

B ximmHUYecKoil MpakTUKe UCMOJb3YIOT OYMILEHHBIE,
BUPYCHHAKTUBMPOBAHHBIE TIpEIapaThl, U3TOTOBJICHHBIE U3
JIOHOPCKOW Tuia3Mbl yenoBeka (koHueHtpat FVIII; xon-
nenrpar FIX; konuentpar FVIII + ¢akrop don Buine-
OpaHIa; aHTUMHTMOUTOPHBINA KOATYJISIHTHBI KOMILIEKC),
WU peKOMOWMHAHTHBIE KOHIIEHTPAThI (PaKTOPOB CBEPThIBA-
HUs (OKTOKOT ajb(da; MOPOKTOKOT alb(ha; HOHAKOT anb(a;
SMNTaKor aabda [aKTUBUPOBAHHBIN]|; CUMOKTOKOT ajbda;
TypOKTOKOT ayibda). Bce mpemnapatel 061a1at0T 10Ka3aHHON
3¢ (HeKTUBHOCTHIO, TOITOMY B KIIMHUYECKOM TTPAKTUKE pe-
KOMEHAYETCS Ha3zHayaTh IIperapar, KOTOPhIM IIpuU paBHOMU
3¢ (HEKTUBHOCTH JIydIlle BCETO MEPEHOCUTCS IMaIlMEHTOM,
nMeer Jiydinre (papMaKOKMHETUYECKUE WHANBUAYAIbHBIE
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MoKa3areju, yao0eH B UCTOJb30BaHUM KOHKPETHOMY Ia-
mueHry [9].

Yacraga cmeHa npenapartoB FVIII u FIX ot pa3HbIx Top-
TOBBIX (DMPM CO3IaeT MOBBIIIEHHBIA PUCK TTOSIBIICHUS] MH-
TUOMTOpPA, B CBS3U C YeM IIPEAITOYTUTEIIHFHEI YCIIOBUS IUIS
MOCTOSIHHOTO IJIUTEJIbHOTrO (B T€UEHUE MHOTHUX JIET) IpU-
MEHEHMsI OMHOTO KOHKPETHOTO IpernapaTa 1o WHAWBUIY-
AJTbHOMY TIPVHITHUITY.

B mocnemnue rombi kKommanusas AO «TEHEPUYM»
arnpoOupoBajga U BHeIpUIa B MPOU3BOICTBO OTEUECTBEH-
HBbIe peKOMOMHAHTHEIC (PaKTOPHI CBEPTHIBAHUS — MOPOK-
tokor ainbda (BDDrFVIII), Horakor anbda (rFIX) u anra-
Kor anbda (aktTuBupoBaHHbI) (rFVIIa), yto mo3Boauao B
3HAYNUTEITBHON CTEIIeHN ONTUMMU3NPOBATh 3aMECTUTEILHYIO
TepaImuio y AeTeil, 00IbHBIX TeMOGUINEH, TNKBUIUPOBATh
TMEPMAaHEHTHO CYIIECTBOBABIIMI Ne(UIIAT XU3HEHHO He-
00XOIMMBIX JieKapcTB. TakuM 006pa3oM, B yCIOBUSIX Hapac-
TAOIINX 3allagHBIX CAHKIWA IeTH, OOJIbHBIC TeMOMIIIN-
eii, TIOJTHOCThIO 00ecIedeHbl HeOOXOMMMBIMI CPEICTBAMU
YPIreHTHOM MOMOIIY U MPOGUIAKTUKM, HE YCTYIAIOIIUMU
JIYYIIIMM 3apyOeXkHbIM aHaJIOTaM.

BaxHO OoTMEeTHTB, YTO CHMHTE3 (hapMCYOCTaHLIMI VIS
JeyeHuss remopunum A u B, a TakKe MHTMOMTOPHOM Te-
MOGWINU COOTBETCTBYET CaMbIM BBICOKMM TPEOOBAHMSIM,
a pa3paboTKa MpenaparoB ISl JIeYeHUsI TeMOMIINY BKITIO-
gaja MOCIeI0BaTEIbHO TOKIMHUICCKYIO U KIMHUICCKYIO
OLICHKY pa3pabartbiBaeMbix Mosekya [10, 11]. Knunuue-
CKMe WCCIIeNOBaHUs MpernapaToB (haKTOPOB CBEPTHIBAHUS
VIII u IX BkIIIOYaaIM MOATAITHBIA MOAXOM, IMPU KOTOPOM
CHavaJla TIPOBOIATCSI HAOJIIOAEHHUS Y B3POC/bIX, a Jaiee,
C YYE€TOM TOJIyYEHHBIX PE3YJIBTaTOB, Y IMMOAPOCTKOB U IeTei
OoJiee MIaMIIIIETO BO3pacTa.

B Tteparmmu remoduim A ncnoib3yeTcss peKOMOMHAHT-
HbIi pakTop cBepThiBaHus VIII 6e3 B-gomeHa — Oxrogak-
TOp — OTeUYEeCTBEHHBIN aHaJI0T MOpOKTOKora ajibda. [Ipemna-
paT OkTodakTop opuLMaIbHO 3apeructpuponaH B 2013 .
Ha OCHOBAHUM PE3YJBTAaTOB KIMHUYECKMX MCCIICIOBAHMIA.
IIpenapar ycnenrHo nponien I da3zy KIMHUYECKUX UCClIe-
JOBaHU: B ixana3oHe 103 ot 10 go 60 ME/kr ycTaHoBIe-
Ha XOpoIlasl IIePeHOCUMOCTh U 0e30I1acHOCTh IIperrapara.
VY 12 maiueHToB ¢ TSLKeI0i,/cpeqHeTsKea0i (hopMoii remo-
¢unun A oueHuBanach aktuBHocTh FVIII u AUTB nocne
OIHOKPATHOTO BBEICHMUSI MOPOKTOKOTA aib(a B mo3ax 25
u 50 ME/kr. Ha (hoHe ObICTpOit HOpMaIM3aliuy aKTUBHOCTHU
FVIII u AYTB, aktusHocts FVIII coxpaHsiiack >6 4, a CHU-
xxeHue aktuHoctu FVIII <5% ortMmeuanoch nulib CIycTs
484.T, | COCTABHIT 12,70%1,35 4, a moBBIIIEHNE AKTUBHOCTH
FVIII (K-value) — 1,80+0,26 ME/nn na ME/mn [12].

IIpu mpoBemeHWM KOHTPOJMPYEMOTO, PaHIOMHU3UPO-
BaHHOTO, MHOTOIIEHTPOBOTO KJIMHUIECKOTO MUCCIICIOBAHUS
II-III ¢a3er yctaHoBIEeHA 3((HEKTUBHOCTh MOPOKTOKOIa
anbda B no3e 25—35 ME/Kr npu jedyeHUu «Io TpedoBa-
HUIO» Pa3BUBIINXCS KPOBOTECUCHMI, COITOCTaBUMASI 110 3(h-
(beKTUBHOCTH ¢ pe3y/abTaTaMM JeUYeHUs IIpernapaToM CpaB-
HEHMSI TIPY TIOJTHOM OTCYTCTBUM HEKeIaTeJIbHBIX SIBJICHUI
(H) [13, 14].

4'2022

WUccnenpoBanusi mo oueHke 3(hEOEKTUBHOCTU U 0e3-
OITAaCHOCTH MOPOKTOKOTa anb(da y mereil B BO3pacTe OT
12 mo 18 net ¢ Taxenoit opMoii reMopuiuu A B pam-
Kax MOCTPEeTruCcTPAllMOHHBIX MHOTOLIEHTPOBBIX KIMHUYE-
CKHMX MCITBITAHUU 1TOKa3ajio 3((HEeKTUBHOCTb U Oe30mac-
HOCTb HCIIOJIb30BaHMUsI TaHHOTO IIperapara B pyTUHHON
KJIMHUYECKOM TpakTuke. B MccienoBaHUM ydyacTBOBaIU
24 ManpuMKa-TMoOAPOCTKA C TSXeNoi ¢opMoit reMopuIuu
A, XoTopble HAOIIOOANNCH B TeueHne 52+4 Hen. AHaIU-
3MpoBajach YacTOTa CIHOHTAHHBIX KPOBOTEUYEHUIA, BO3-
HUKIIUX B TeueHUe 48—72 4 mociie BBeAeHUS Mpenapara,
CTEeTICHb TSKECTH CIIOHTAHHBIX KPOBOTEYEHUI Ha (hoHE
npodUIAKTUYECKOTO JICYEHUST MOPOKTOKOroM alib(a,
KOJIMYECTBO BBEACHUI, a TAKXKE M03a UCCIEAYeMOTO Ipe-
rmapaTa IUIsl JISYeHUS «I10 TpeOOBAaHUIO» OTHOTO 3ITM301a
KPOBOTEUYCHHUSI C YUYETOM €TI0 CTENeHU TSKECTH, TaKxkKe
OIpeNeNIsiId CTeNIeHb peakiiu Ha JieYeHUE OCTPOro re-
mapTpo3a. OueHuBanu HA u yacTtoTy oOpa3zoBaHus UH-
rudurtopa K FVIII.

ABTODBI 3aperucTpupoBaiu 59 KpoBOTeUeHUN, U3 KO-
TOPBIX CITOHTAaHHBIMU OblTH 21 (36%), mocTTpaBMaTHye-
ckumu — 38 (64%). Cpeay CIIOHTaHHBIX KPOBOTEUYEHUIA
5 (24%) snn30M0B OTMEYAIUCh B TeueHne 48—72 4 mocie
BBeaeHus mpenapaT OkrtogakTop. IIpyn 3TOM criOHTaH-
Hble KPOBOTeUYeHUsI B TeueHue 48—72 4 1mocje BBeIeHUS
npenapara OTCyTCTBOBaIM Ha (poHe MPpOodUIAKTUIECKOTO
JledeHus1 y OOJIbIIMHCTBA MMauueHToB (81%), a y ocTalib-
HbIX manueHToB (19%) orMmeuanuch peako — <1—3 pas.
KpoBoTeueHMs JIETKO# U CpeIHEei CTEIICHH TSKECTH Cpe-
IM BCEX TUIIOB KPOBOTEYeHUiI coctaBmimn 97%, cpeau
CMOHTaHHBIX KpoBoTeueHUit — 100%. MenuaHa pa3oBoit
no3bl npenapata OkTodakTop npu NpodUIaKTUIECKOM
negennu coctaBmaa 2000 ME, wim 31,7 ME/kT, a mpu ne-
yeHuU «Io TpedoBaHuio» — 2000 ME, wiu 34,1 ME/kr
Ha | anmm3on BBemeHUs. s KynmupoBaHUS BO3HMKIIWX
KPOBOTEUYCHHUI TOCTAaTOYHO OBUTIO 1 BBeIeHUS IIperapara.
IIpu olieHKe peakUMy Ha JEYEHUE OCTPOro reMapTposa
no wkane BcemupHoit ¢penepauun remodpunuu (World
Federation of Hemophilia — WFH) otnuunas peaxius
otMmeyvasiach B 9 (27%) snm3ogax, Xopollas U YAOBJIET-
BopuresibHass — B 2 (6%) u 22 (67%) snu3omax cOOT-
BeTCTBEHHO. OTCYTCTBUE TIOJOXUTEIbHOU OUHAMUKU
Ha JICYCHHUE OCTPHIX TeMapTPO30B MOPOKTOKOIOM alib(da
He Habmonanock. B xone uccienoBanusa y 13 (54%) nereit
ObL1M 3aperucTpupoBaHbl 23 HA, He cBI3aHHBIX € KCCe-
nyeMbIM npenapaTtoM [15].

K HacTosiIieMy BpeMEHM IPOBEICHO MHOXKECTBO HC-
cienoBaHui 3HEKTUBHOCTU UCIIOIb30BaHNSI MOPOKTOKO-
ra anbda B Tepanuu remodunuu A y 60JbHBIX Pa3HOTO BO3-
pacra, IIpOXMBAIOIIMX B pa3HBIX PETMOHAX CTpaHsl [16, 17].
OueHKy 3¢ GEeKTUBHOCTU MPU JEYEHUU «I10 TPeOOBaAHUIO»
MPOBOIAT MO KOJWYECTBY WHBEKIINM, HEOOXOAMMBIX IS
KyIIMPOBaHUS OTHOTO 3MM30Ja KPOBOTCUCHUS C yIETOM
€ro CTEeNeHM TSDKEeCTU M peaklMH IMMallMeHTOB Ha JIeYeHHUE
remaprpo3sa 1o 1kaine WFH. B xone Habmonenus y 80%
MAlMEeHTOB C TsKeJIol (hopMoii reMobuiinu A He Habmona-



JIOCh CLIOHTAHHBIX KPOBOTEUEHUI B TeueHue 48—72 4 riociie
BBeJeHUs npernapara OKTo¢aKTop, CPeaHErogoBoe KOIM-
4YeCTBO KPOBOTEUEHMI cocTaBWIO 1,5 anu3o/aa, oka3atean
ypoBH4 daktopa VIII B miazme kposu 1 AYTB 1o u yepes
30 MUH mociie BBeIeHUS IIpeIapaTa COOTBETCTBOBAIN HOP-
MaibHBIM 3HayeHusIM. Kpome Toro, orcyrcrBoBanu HA mmo-
cJie TIPUMEHEHUs Tpernapara, He HabIonaaoch 3HAYMMOTO
TOBBIIICHUS YpOBHS D-1uMepa, a Ipu mpo@UiIaKTHIECKOM
JleueHuu — nogpneHust uaruouTopa K FVIII. ITpu neuenun
«I10 TpeOOBaHWIO» MenMaHa KOJMYeCTBa BBEICHUI IIpe-
mapata OxTodakTop Wi KYIMUPOBAaHUS OIHOTO KPOBOTE-
yeHus coorBeTcTBoBaia 1,0 [1,0; 1,6] BBenenuro. Peakims
OOJNILHBIX Ha JieueHUe remapTpo3oB 1o mkaine WFH 6bu1a
XOPpOILIEH UIN OTJIUYHOM.

T.A. AunpeeBa u coaBT. [14] monTBepmunu 3dhdek-
TUBHOCTb M Oe3omacHOCTh mperapata OKTogakTop Nnpu
JICYCHUU «I10 TpeOOBaHMUIO» y OOJBHBIX reModuiamein A
C TSDKEJION /CpeqHeTsKeIol (popMaMK M BO3MOXKHOCTD ITPO-
(pumakTyeckoro aeyeHus aerei crapie 12 et [18, 19].

JOIoTHUTEIbHO ObUIM MPOBENEHBl KIMHUYECKUE HC-
cJemoBaHMsl TIPMMEHEHMSI MOPOKTOKOra ajibda y aereit
6—12 et [20] u 2—6 net [21], KOTOpPBIE MPOAEMOHCTPUPO-
BaJIM BHICOKYIO 3((EKTUBHOCTh 1 06€30ITaCHOCTD Ipernapa-
Ta B JETCKOU MOIMYJISILIUHA.

BHenpeHne WHHOBAIIMOHHBIX TEXHOJIOTUI B POCCHUIA-
CKOE ITIPOM3BOICTBO PEKOMOMHAHTHBHIX (DaKTOPOB CBeEp-
ThIBAaHUS KPOBU CIOCOOCTBOBAJIO CO3MaHUIO IIperapara
HoHakora anbda ms gedyenus remobuwninu B (rFIX; UH-
"oHadakTop, AO «'EHEPUYM», Poccus). B xome I a3t
KJIMHUYECKOTO MccaeaoBaHus (12 mauueHToB ¢ reModu-
queir B) Oblia ycTaHOBJIEHa XOpollas IEPeHOCUMOCTh
un 0e30MacHOCTh Tpernapara Mpy Juara3oHe 103 oT 25 10
100 ME/kr mociie OmHOKPaTHOIO BBEICHUS ITallMEHTaM
C TSKEJIOM U cpenHeTskenoi (popmoii remodunuu B. Bee-
JIieHre HoHaKora anbda B go3ax 50 u 75 ME/Kr nmpuBonmio
K HopManu3auuu aktuBHocTu FIX u AUTB uepes 15 mun
rnocjie BBeAeHUs; HopMaibHasi akTUBHOCTb FIX coxpaHsi-
Jlachk B TedeHme 6 4; cHzkeHue akTuBHOCTH FIX <5% ot-
MeJajoch He paHee 4eM depe3 72 d; Tl/2 — 24,10£7,67 u;
noBeieHne akTuBHOCTH FIX coctaBmito 1,05£0,21 ME/mn
Ha ME/mn [22].

IMocnenytomee MNPOCIEKTUBHOE MHOTOIIEHTPOBOE
kamHndeckoe uccnenoBanue I1—I11 ¢a3wl mpemycmaTpum-
BaJIo OLICHKY 3(p(PeKTUBHOCTU U 6€30MacHOCTH IIperapaTa
WnuHoHagaxkTop, Mpexae BCero B CpaBHEHUM C Tperapa-
ToM OxtaHaitH @. B ucciemoBaHMU MPUHSIA ydacTHe
36 MaLMEeHTOB C TSKEJION U CPeIHETsKeN0i hopmoit re-
mopunuu B. ITokazaHa 3¢ (heKTUBHOCTh HOHAKoOra anbgda,
MOATBEPXICHHAST HU3KUM KOJIWYSCTBOM KPOBOTEUCHMI
(0,22%0,44 snu3ona) mpu MPOMIIAKTUIESCKOM JICUCHHU.
Ha xynupoBaHHMe OMZHOro IeMOpPparMyeckoro 3mu3oaa
MIPH JICYCHUH «I10 TPeOOBAHUIO» TIPUXOANIOCH B CPEIHEM
1,10£0,08 BBemeHMs mperapara, 9TO COOTBETCTBYET HaH-
HBIM IO TperapaTy cpaBHeHus. IIpuyMeHeHue HOHakora
anb(a 6e30MacHO U He comnmpoBoxkaanoch padButueM HA
[23, 24].

ITocne obs3aTenbHON peructpaunu npemnapata MHHO-
HadakTop, B X0I¢ MHOTOIICHTPOBOTO IIPOCIICKTUBHOTO OT-
KPBITOTO HEKOHTPOJIUMPYEMOI0 KJIMHUYECKOIO MCClIeI0Ba-
Hug (IV daza), mposeaeHHOro y 15 maiuMeHToB B BO3pacTe
12 et u crapiie (13 HUX 8 OOJBHBIX — B Bo3pacTte 12—18
JIET) C TSKEJIOW U CpemaHeTsDKeIol dhopMoii remodminu B
C aKTUMBHOCTBIO (pakTopa cBepThiBaHUsS KpoBu IX <2%,
ObUTa MoATBEpXkKIeHa ero 3P (HeKTUBHOCTh U 6E30MTaCHOCTb.
[Tpu mpodmrakTnIecKoM JeYeHUH YacToTa reMopparmye-
CKUX 31u3010B coctaBuiaa 1,20+1,71 ciryyast, Torga Kak 4ya-
CTOTa CTIOHTAHHBIX KPOBOTEUEHU I, BOBHUKIIINX B TEUCHUE
48 4 mmocJie BBeIeHUsI HOHaKora aibga, o6bu1a pasHa 0,310,8
BMK130/1a, YTO CBUAETEIbCTBYET O HU3KOM YacTOTe 000CTpe-
HUI TeMopparnyeckKoro CMHapoMa Ha (oHe TTpodrIaKTH-
YeCcKoro yiedeHus [25].

Kpome TOro, mpoBemeHO OTKPHITOE MHOIOLIEHTPO-
BO€ IMPOCMEKTUBHOE HECPABHUTEIbHOE KIMHUYECKOE HC-
clienoBaHMe IO oleHKe 3(h(GeKTUBHOCTH, 0€30MacHOCTU
1 (apMaKOKMHETUKM HOHakora anbda (MHHOHadaKTOp)
y 15 neteii ot 2 go 12 net (cpeaHuii Bo3pact — 7,7+2,5 roma)
C TSIKEJION U CpemHeTsIKeo0i dopmoit remoduauu B [26].
Db dekTUBHOCT MpernapaTta OlleHWBaIu Ha (oHe BBene-
Hus 45+10 ME/kr (cpenHsis mpodmiakTudeckasl 1o3a —
47,74+6,47 ME/kr [Me — 48,2 ME/kr]) 2 pa3za B Hee/IiO
¢ MHTepBajioM 72—96 4; Ge30mMacHOCTb Mpenapara onpeie-
JISLIM T10 YacToTe pa3BuTus u xapakrepy HA. B uccinenona-
HUU 3aperucTpupoBanbl 5 (22%) cnionTaHHbIX U 18 (78%)
MOCTTPaBMAaTUYECKUX KPOBOTEUECHMIA, CpeTHEee KOJTMIECTBO
CIIOHTAaHHBIX KPOBOTECUCHM, pa3BUBIINXCS B TCUCHME 72 U
nocJe BBeJeHNs HOHakora aibda, coctaBuio 2,0+ 1,4 snu-
3o1a. [J1s1 KynmrupoBaHUs 3MU304a KPOBOTEUEHUI TpeOoBa-
Jloch B cpeaHeM 2,212, 1 BBenenusi. HA, cBsg3aHHbIE ¢ TTpU-
MEHEHHEM HOHaKora ajibta, He 3apeTUCTPUPOBAHEI.

HecMoTpst Ha mOCTUTHYTBIE YCIIEXH, MPOJIOJIKAIOT aK-
TUBHO pa3pabaThiBaThCsI HOBBIE JIEKapCTBEHHBIE Tperapa-
THl UIST JISYCHMST Pa3IUIHBIX TeMAaTOJOTUYSCKUX 3a00Je-
BaHMIi, B TOM 4ucie y Aeteii. OpraHusalus U MpoBeaecHUe
KJIMHUYECKUX MCCIIEAOBAHUI JIEKapCTBEHHBIX TTperiapaToB
B JIETCKOM MOMYISIWU 3HAYMTEIIPHO 3aTPyOHEHBI BCICI-
CTBUE IOPUINYECKMX CJIOXHOCTEIl BKIIIOUEHHUS HECOBEp-
ILIEHHOJIETHUX MallMeHTOB B UCCIeAOBAaHUE, OTPAHUYEHHO-
CTU NETCKOW TTOMYJISILIMU OOJIbHBIX, CIIeIMMUKN nu3aitHa
KJIMHUYECKUX HUCCIeAOBAaHMI, a TakKke IO MPUIMHE He-
00XOIMMOCTHU PEryJISIPHBIX BHYTPUBEHHBIX MHBEKIIUM HC-
cJIeIyeMoro TperapaTta 1 3a00poB KPOBM IIJISI KOAryJIoJio-
rm4eckoro KoHTpojsa. OCHOBHasg 3amadya KIMHUYECKOTO
HCCJIEIOBaHUsI HOBBIX IIPEIIapaToB ISl JICYCHUST TeModu-
JINM y IeTeil — olleHKa X dapMaKOKMHETUYECKUX CBOMCTB,
addekTuBHOCTH, be3omacHOCTH, MMMYHOT€HHOCTHU
U TPOMOOTEHHOCTH.

Eie omHUM OOCTMXKEHMEM OTEeUeCTBEHHOU (hapMUH-
JYyCTPUM SIBJIIETCSI CO3[aHue 3nTakora ajabda (aKTUBUPO-
BarnHOrO0) (Koarmn-VII, AO «TEHEPUYM», Poccus) mwis
MallMeHTOB ¢ reModwineli (HacaeICTBEHHON MM Mpuoo-
PETeHHOIi) C BBICOKMM TUTPOM MHIMOMTOpa K (hakTopam
cBeptbiBaHus Kposu VIII wam [X.
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B dapmaxonornuecknx mozax anTakor ajgbda (aKTu-
BUPOBaHHBI) 0e3 yIacTHs TKaHEBOTO (haKTopa HaIIPSIMYIO
MepeBOAUT (PaKTOpP CBEPTHIBAaHUS KPOBU X B aKTUBHYIO
dopmy Xa Ha TTOBEPXHOCTH aKTHBUPOBAHHBIX TPOMOOIIM-
TOB B 30HE IOBPEXKICHUS, YTO MPUBOAUT K 00pPa30BaHMIO
0OJILIIOrO KOJIMYECTBA TPOMOMHA U3 MpoTpoMOMHa. Tepa-
neBTUYECKUl 3(pdekT pekoMOMHAHTHOTO (akTopa CBep-
ThIBaHUST KpoBU VIla 3akimiodaercs B yCUIEHHOM MECTHOM
oOpa3oBaHUM (PaKTOpa CBEPTHIBAHUS KPOBU Xa C TTOCIeay-
IOIIMM YCKOPEHMEM CHUHTE3a B Kackaae (hepMeHTaTUBHBIX
peaxiInii CBEpPTHIBAIOIIEH CUCTEMBI KPOBM TPOMOMHA 1 (hH-
OpuHa.

WUmmyHoreHHble cBoiictBa mpernapata Koarun-VII —
PEKOMOMHAHTHOIO aKTUBMPOBAHHOTO (haKTopa CBEpPThIBA-
Hus VII — oneHMBaINCh B X0 ITPOCIIEKTUBHOTO OTKPBI-
TOr0 MHOTOIICHTPOBOI'O HAOIIOAATEIBHOTO MCCICIOBAHUS
y 00JIbHBIX MHTUOUTOPHOU popmoii remopuianuu A (n=20),
MOJTy4YaBIIIMX JIEYeHNE TIPErapaToM B XO/Ie PYTUHHOMN K-
HUYECKON TMpakTHKU. KMcrmonp3oBajicsa aHATATHICCKHI
meton bridge-ELISA (ueHTpanbHast abopatopusi oTaesa
a”Haautudeckux meronoB MBIl «'TEHEPUYM») — monu-
¢uxkanus TBepaoda3zHOr0 MMMYHO(PEPMEHTHOTO aHAaM-
3a, B KOTOPOM POJIb UMMOOMIN30BaHHOTO COPOUPYIOIIIETO
areHTta BbInoaHs npernapat Koarun-VII, a poab nerekru-
PYIOILIETO areHTa — TOT Xe Mpernapart, MeUeHHbIN OMOTUHOM.
OmnpeaeneHne akTUBHOCTU haKTopa cBepThiBaeMocTu VII
B 1-11 yacTu uccienoBaHUs MPOBOIUIM C ITOMOIIBIO KOoa-
TYJIOMETPUUYECKOTO METO/Ia, BO 2- YaCTH UCCIIeAOBaAHUS —
C TIOMOIIBIO XPOMOTEHHOTO MeToma. B 1-it wactm mccie-
JMOBaHUS aHTUJIEeKapcTBeHHbIe aHTUTeNa (AJIA) ObUIM BbI-
SIBJIEHBI y 2 TIALIMEHTOB B HeboubiioM TUuTpe (1:40). Bo 2-11
yactu ucciaeqoBanus AJIA ObUTM MOBTOPHO OOHAPYXKEHBI
TOJIBKO Y OJHOTO M3 3THX MAlIMEHTOB, HO B 00jiee HU3KOM
tutpe (1:10). B To Xe Bpemsa Bo 2-it yactu AJIA B TuUTpe
1:10 ObuUIM BHIEpBBIE BBHISIBJIEHBI Y MalleHTa Ha ¢GoHE N10-
MOJTHUTEIFHOTO TIPUMEHEHUS IIa3MaTHIeCKoro hakTopa
cBepThiBaHUS X, KOTOPBI BBOOMIICS HE I10 MOKa3aHUSIM
M MOT OBITh IPUYMHON MEePEKPECTHOM PEaKTUBHOCTHU. Bbi-
aBJIeHHBbIEe B 1-11 yacti mnccaenoBanus AJIA He oOnaganm
HEUTPAIM3YIOLIEH aKTUBHOCTBIO B OTHOILIEHUM TIperapara
Koarun-VII. Bo 2-ii yactu ucciienoBaHusi Oblja ompese-
JIeHa HEeWTpalu3ylollasi CIOCOOHOCTh aHTUTEN B CUCTEME
in vitro. Huzxkuii tutp AJIA, 3apmKcupoBaHHKINM B X01e 00¢e-
MX YacTeit uccaenoBaHus, He OKa3bIBajl BIUSHUS Ha aKTUB-
HOCTh (hakTOopa cBepThiBaHUS KpoBU VII M KIMHUYECKYIO
abddexktuBHOCTh Npenapara Koarun-VII, yto cBuaeTenb-
CTBOBAJIO O €T0 HU3KOil UMMYHOTeHHOCTH [27].

Takum obpazoM, Bkiag Kommnanuu AO «'’EHEPUYM»
B CO3[IlaHME OTEYEeCTBEHHBIX TPernapaToB sl JICUEHUST Te-
MOGWINKI, KaK MbI BUIUM, HEOCIIOpUM. TeM He MeHee, 1o~
MMMO OIMCAHHBIX MPEenaparoB Wi KBaTUGUIIMPOBAHHON
MOMOIIM AETSIM ¢ reModuanueil UCTIONb3YIOTCS U IpyTve
TeMOCTaTUICCKUE TIpemapaThl, B YaCTHOCTH, 3(PMOpPOK-
TOKOT ajbda. DPMOPOKTOKOT ajabda — IeHHO-UHXKEHEP-
Hasl MoJieKyjaa, coctosiasa u3 gakropa VIII, cBszaHHOrO
¢ Fc-npomeHom uenoBeueckoro mMmyHornoOyiuHa IgGl.
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BBeneHHBIIT BHYyTPUBEHHO, OH CBSI3BIBAETCS C 9HIIOTEHHBIM
¢akTopom BurebpaHma 1 BEICTYITaeT B KadecTBe KohaK-
Topa, akTuUBHUpYIoliero ¢dakrop cBepThiBaHusa IX. BToT
MpoIlecC NMPUBOAUT K aKTUBAlMM (akTopa X, MpeBpalie-
HUI0 ubpUHOTreHa B (GMOpUH ToA AeiCTBUEM TPOMOWHA
n (popMUPOBAHUIO KPOBSIHOTO cryctka. bmaromaps cBsi-
3bIBAHUI0O MMMYHOTIJIOOYJIMHOBOTO KOMIIOHEHTa 3(PMo-
pokTorora anbda ¢ Fc-perienTopoM CHUXKAETCSI CKOPOCTh
nerpanaumu dakropa VIII, Te. Bospacraer ero T, /2. DT0
MO3BOJISIET KOPPEKTUPOBATh TSKECTb I'eMOPParnyeckoro
CHHIIpOMa, a TaKKe MPeAyNpeXaaTh Wi KOHTPOIMPOBATh
pa3BUTHE KPOBOTCUCHUIA.

Komuccus MwunsapaBa Poccuu 1mmo ¢dopmupoBaHUIO
MepevyHeil JIeKapCTBEeHHBIX ITperapaToB pPeKOMeHIoBaa
BKJTIOUNTHh 3(PMOPOKTOKOT ajib(ha, MCHOIB3YIOMINMACS IS
JIedeHusT remMowinu A, B epedeHb «KM3HEHHO HE00X0-
IMMbIe U BaXHeHIMe JeKapCTBEHHbIE Tperapathbl» U de-
nepayibHyto nporpammy «14 B3H» (1protrHoe obecneueHue
B aMOyJIaTOPHBIX YCIIOBMSIX ITAIlCHTOB, CTPANAIOIINX de-
TBHIPHAALIATHIO PEAKUMMM U BBICOKO3aTPAaTHBIMU HO30JI0-
rusamu) Ha 2022 r. [lnaHupyeTcs mosTanHas JoKaau3alus
MIPOMU3BOJCTBA MpenapaTa 3(pPMOPOKTOKOT ajbda Ha 3aBoje
poccuiicKoi KoMMnaHuM B Psi3aHCcKoit 06macTu.

D(PMOPOKTOKOT ajbda Mo3BoJsAeT U30eKaTh P TPYI-
HOCTEH, CBSI3aHHBIX C HEOOXOMUMOCTBIO YACThIX BHYTPU-
BEHHBIX BBEICHUI IIperrapara ST TOaIepXKaHUsI CTaOMIb-
Hoit aktmBHOCTH (akTopa VIII >1%. Wcnonp3oBaHue
pekoMbuHaHTHOTO bakropa VIII ¢ mposoHTrMpoBaHHBIM
T, ,, mo3BosIsIeT CHU3UTH YaCTOTY MH(MY3UIL 1 3HATUTEIBHO
MMOBBICUTh OCTaTOYHYIO aKTUBHOCTh AeMUIIMTHOIO (hakTo-
pa. KinuHuyeckue gaHHbIE TOKa3bIiBaloT 3(h(PEeKTUBHOCTh
u 0e30MacHOCTh MTPUMEHEHUST 3TOTO Kjacca TperaparoB
y neteii [28].

Boarbioe konuuectBo npenapaToB pakropos VIII u IX
UMEIOT JUTMTeIbHBIA T, 7 (16—20 ¥ 1 100—120 9 cooTBeT-
CTBeHHO). 7151 IpraaHMsI IPOJIOHTPOBAHHBIX CBOMCTB aH-
TUreMo(UIbHBIM CPEACTBAM BBECHBI 2 OCHOBHBIX METO/IA:

+ cMsiHUE (DaKTopa CBEPTHIBAaHMS KPOBU C OeJIKaMU,

takuMu Kak Fc-dacte IgG1 wiu ansOymuHa;

* KOHBIOTALMSI C XMMUYECKMMU BEIIeCTBAaMU, TAKUMU

KaK MOJUATUICHIJIMKOb.

MexaHu3M, TOCPEACTBOM KOTOPOTO CIIMSTHUE AJTbOYMU-
Ha u Fc mpomreBaeT mepron Moiry>ku3Hu (PakTopoB CBep-
THIBaHUS B IJIa3Me, OCYIIECTBISICTCS Yepe3 HeOHAaTaIbHBII
Fc-peuenTop (0e0K, pacrojioXeHHBbII Ha MOBEPXHOCTU
HECKOJIBKMX BUIOB KJIETOK MMMYHHOM CUCTEMBI — €CTe-
CTBEHHBIX KWJJIEPOB, MakKpodaroB, HEUTPODUIOB U Tyd-
HBIX KJIETOK), KOTOPbIA PELIMPKYJIUPYET UX B IJ1a3Me U TeM
caMbIM IpojyieBaeT ux 3HOEeKTUBHYIO HUPKYISALUIO [29].

[IpomoHrnpoBaHHEIE ITpenapaTsl (haKTOPOB KPOBU IT0-
3BOJISIIOT OOJIbHBIM reMO(GUINEl A TIpOBOIUTL MPOdUIaK-
THUKY KOHLIEHTpaTaMu 2 pa3a B HelleJio, a TallMeHTaM C Te-
Modunueit B — 1 pa3 B Hegemo unn gaxe 1 pa3 B 2 Hell, 4TO
VIIy4lllaeT MPUBEPXKEHHOCTh TePaIlMd M COIPOBOXKIAETCS
3HAYUTEJbHBIM COKpAIlEHUEM YacTOThl TeMOpPparnyecKux
ocnoxHeHwuii [30].



HE®AKTOPHAA TEPANKA

XOTsl «30JI0TBIM CTaHAAPTOM» Tepamuyd reMoMpuinu
MO-TIpeXHEMY OCTaeTcsl MIPUMMEHEHMe KOHIIEHTPaTOB (ak-
TOPOB CBEPTHIBAHUSI, B TIOCJIEAHNE TOIBI OTMeJaeTcsl Oyp-
HOE pa3BUTHE HOBBIX THIIOB JieueHUs. [loMmrmo TOTO, 4TO
B KJIMHMYECKYIO MMPAKTUKY BHEAPEHBI KOHLIEHTPATHI C 11~
TenbHbIM T 1> TIPUMEHSIETCST HedaKTOPHBIN BUI Tepariy —
oucnenuuruecKoe aHTUTENO, UMUTUpYIOLIee (PYHKIUIO
akTuBMpoBaHHOTO (pakTopa VIII. B Hacrosiiee BpeMs mpo-
BOJATCS KJIMHUYECKME HCCAEAOBAHUSI MO MPUMEHEHMIO
AHTUTE]I K MHTUOWTOPY ITyTH TKaHEBOTO (paKTopa, MHTEP-
depupyromero arenta PHK v marn6upyioiiero aHTuTpom-
OMH, a TaKXKe CPEICTB reHHOoM Tepanuu. [IpenmyiiiectBamu
HOBBIX METOMIOB JIEUEHUS SIBJISIETCSI COKPAILIEHUE YaCTOThI
BHYTPUBEHHBIX MHBECKIWI 1 YIYJIIICHUE TIPUBEPKCHHOCTH
Teparnuu, 0COOEHHO Yy MALlMEHTOB C MHTMOUTOPHOI (op-
Moii remoduuu [31].

Hcrnonp3oBaHre 9MULIM3yMaba 4acTO Ha3bIBAIOT PEBO-
mouyein XXI Beka B JledeHUM TeMoPuianu. DMHULIM3yMad
SIBJIIETCSI TYMAHU3UPOBAHHBIM aCUMMETPUYHBIM OucIe-
H(pUIEeCKUM peKOMOMHAHTHBIM Ig(G4-MOHOKIOHATBHBIM
AHTUTEIIOM, MMUTUPYIOIIUM (YHKIHNIO aKTUBUPOBAHHO-
ro FVIII npu reMopunun A, coeanHssl aKTUBUPOBaHHBIE
dakropsl IX u X u ctumynupys FIXa-omocpenoBaHHyto ak-
tuBanuio FX. [IpenmyimectBamMu sMuiin3ymMaoa rmepemn apy-
TUMM TIperapaTaMu sIBJISTIOTCS TTOAKOXKHBIN ITyTh BBEICHUS,
a TakXe CIIOCOOHOCTb OCYIIECTBISATh TeMOCTATUYECKUIA
addekT HezaBUCUMO OT Haiaumuusi uHruoumropon K FVIII
[32], uTo mO3BOJIAET HA3HAYATH IIPEIIapaT MalMeHTaM C MH-
TMOUTOPHOM U HEMHTMOUTOPHOM (hopMaMu TeMOpUINU A.
IMpuMmeHeHne sMUIIM3yMa0da B CTAHIAPTHOM TO3MPOBKE MO-
3BOJISIET JOOUTHCSI KOHLEHTPALMU IIpenapara B ria3me 36—
61 MKr/MJI, 94TO COOTBETCTBYET ~14,6% akTUBHOCTH (haKTO-
pa VIII. ITonuepkHeM, 4YTO HECMOTPS Ha TOJOXUTEIbHbIE
pe3yJIbTaThl KIMHUYECKUX UCCIenoBaHuil 3(pheKTHBHOCTU
npenapaTa, padoTa B JaHHOM HaIlpaBJICHUU CIlle¢ He 3aBep-
1IeHa U TpeOyeT JaJbHEeUITNX HAOII0aeHUIA.

Kpome Toro, Ha cTaguy KIMHUYECKUX UCCIETOBAHUI
3(pPeKTUBHOCTU HAXOASITCSI:

* KOHILIM3YyMab — BbICOKOa(pPUHHOE TyMaHU3UPOBaH-
HOE MOHOKJIOHAJIbHOE aHTUTEJIO K MHTMOUTOPY ITyTH
TKaHeBoro daxropa [33];

e ¢puty3upan — wuHTepdepupylommii areHt PHK
(ALN-B 3), KoTOpblii BO3AEHCTBYET Ha MAaTPUUHYIO
PHK B renarouuTax, BbIKJIIOYasl TTEUEHOUHYIO 3KC-
npeccuto matrpuuHoii PHK antutpoMbuna myreMm ee
CBSI3BIBAHMS U JIeTpanalliy, TAKUM 00pa3oM CHIDKAS
CHHTe3 aHTUTPOMOMHA TpUoOIM3UTENbHO 10 30%
1 TO3BOJISASI JOOUTHCS TeHEpalluy TPOMOMHA, COTIO-
CTaBUMOI ¢ HOpMaJIbHBIM TeMocTa3oM [34].

NPO®UITAKTUKA KAK CTAHOAPT TEPAMUU

YuuThIBask BHICOKYIO 3 (HEKTUBHOCTh 3aMEeCTUTELHOM
Tepanuu IJjsl KyMMpOBaHUSI KPOBOTEUEHUIA y OOIBHBIX Te-
Modunueit, ¢ 1968 r. mpuMeHsieTcss TPUHUIUITAATBHO HO-
BBI TTOIX0/ — MTPOGUIAKTUKA KPOBOTEUEHUA.

IlepBruHas mpodWiakTUKa MOAPAa3yMEBAET PEryJsp-
HOE BBEICHME 3aMECTUTEIBHBIX IIPerapaToB 1 HAYMHAETCS
MPU OTCYTCTBUM ITPHU3HAKOB ITOBPEXKAEHUS CYCTaBOB, B BO3-
pacte 10 3 IeT 1 XoTs Okl 10 2-T0 3nK1304a remapTposa. Bro-
pudHas MpopUIakKTUKa — PETryIISIpHOE IIPOBEICHNUE 3aMe-
CTUTEJIbHOM Tepaluy Mpyu HAIMIUHY >2 TeMapTPO30B, HO 10
MOSBJICHUSI TIPU3HAKOB MOBPEXKIECHMS CyCTaBOB. TpeTuHast
MpodWIakTUKa — PeryaspHOe TPOBeIeHNE 3aMeCTUTEb-
HOI Tepanuu NP MOATBEPXKACHUM TeMODUINIECKO ap-
TponaTUU MOXKET ObITh HayaTa B JII0OOM Bo3pacte [5].

IIpodunakTuka KpoBOoTeUeHUIH Y OOJIBHOTO reMogu-
el moapa3dymMeBaeT COOMI0IEeHUE «CIIOKOMHOro» obpasa
>KM3HU U OMPeeIeHHBIX MPABUJI TTOBEACHUS:
3aTIpellleHbl BHYTPUMBIIICUYHbIC 1 TTOAKOXHBIE WHbB-
eKIINU (BCce TpeIapaThl Ha3HAYAOT IIePOPATbEHO MIH
BHYTPUBEHHO);
00J1b JII00O0 JIoKanu3alur, a TeM 0ojiee KpoBoTeue-
HUE, CIYXWUT ToKa3aHWeM K HeMeIJIEHHOMY BBeie-
HUIO aHTUTeMOMWIBHBIX TIPENapaToB;
oIepaTMBHbIE BMeIIaTeIbCTBA, B TOM YHCJIe CTOMa-
TOJIOTMYECKUE, BO3MOXXHBI TOJILKO Ha (hOHE 3aMEeCTH-
TeJIbHOU TepaIiu;

TIOCTOSTHHBIN KOHTPOJIb TeMaTOoJIora;

MpU MPOCTYAHBIX 3a00JI€eBaHUSX HeEJb3s Ha3HayaTh
alETUJICAJTULIUIIOBYIO KUCJIOTY M HECTEPOUTHBIE TTPO-
TUBOBOCIIAJIMTENIbHBIC TIperapaThl. [1pu aTOM, momy-
CTUM IIpHMEM MapalieTamosia uiu Tpamanona. He mpu-
MEHSIIOT 0apOUTypaThl, aHTArOHUCTHI BUTaMKHa K.

Martp uaM poACTBEHHUKOB pebeHKa ¢ TreMouinei
(B MOIPOCTKOBOM BO3pacTe CaMOro OOJILHOro) o0yd4aroT
TEXHWKE BHYTPMBEHHBIX WHBEKLWI W TpaBWJIaM Ipodu-
JIaKTUKU TpaBMartu3ma. Kpome Toro, paspaboTaH MeTon
domauine2o neyeHuss THTUOMTOPHOM TeMOMIUINHI, ITOKa3aB-
LU BBICOKYIO 3(P(EKTUBHOCTh, — CAMOCTOSITEILHOE BBE-
JleHre OOJIbHBIM TeMOMIITHEH TTperapaToB 3ITakora ajabda
(aKTUBMPOBAHHOTO) M 1.

Ilpobaema 3ampyonennoeo eeno3noeo docmyna. zsect-
HbIe BapUaHTBl COCYAMCTOTO HOCTYyIa (COOCTBEHHO MHB-
eKIIMU B TlepudepudecKre BeHBI, apTepHOBCHO3HAS (BU-
cryna, neprudepryeckd MMIUTAaHTUPYEMBI LIEHTPaJTbHBIA
BEHO3HBII KaTeTep, TYHHEJIMPYEeMbIli KaTeTep, MOJHOCThIO
MMITIaHTHpYeMasi IIOPT CUCTeMa) MMEIOT PSIi OTpaHUIeHII
W HEPEeNKO IPUBOMIT K CEPhE3HBIM OCIOXHEHMSIM. Bo3-
MOXHBIM pElICHUEM IpOOJIeMbl 3aTPYAHECHHOIO BEHO3-
HOTO JTOCTyNa JOJKHO CTaTh BHEIpPEHWE B KIMHUYECKYIO
MPAaKTUKY COBPEMEHHBIX IPEIapaToB ST MPOMIIAKTHKI
KpOBOTEeUEeHUI MpU reMo(GUINU C TTOAKOXHBIM CIIOCOOOM
BBeneHus [35].

ITpuMeHeHNEe COBPEMEHHBIX PEKOMOWHAHTHBIX (hak-
TopoB cBepthiBaHUs KpoBu VIII u IX (Okrtodakrop, MH-
HaHOMaKTOP U [p.) HE TOJbKO 11 SKCTPEHHOTO, HO U IS
MPOMUIAKTUIECKOTO JICYSHUS TIPUHIMITUATBHO U3MEHWIIO
MPOTHO3 IIJIST MAlIMEHTOB ¢ TeModmineit. Mcmonbp3oBaHue
JMaHHBIX IIperapaToB IMO3BOJISIET COXPAHUTb KM3Hb, IIpe-
JIOTBPAaTUTh WMHBAJTMIHOCTD, CYIIIECTBEHHO MTOBBICUTH Kade-
CTBO XXU3HU [36].
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TenHas Tepanus obecrieyrBaeT BHeIPEHUE 3K30TeHHOM
JHK B kj1eTKM yeaoBeKa AJist odecrieueHUs MpoAYyKLIMY He-
JocTarolero oenka. TpyTHOCTU MOCTAaBKU T€HETUYECKOIO
MaTepHayia B KJIEeTKH- M TKaHW-MUIIEHN IIPEOI0ICBAIOTCS
MyTeM MPUCOSAMHEHUS] BUPYCHBIX BEKTOPOB, MOJYYEHHBIX
U3 BUPYCOB MJIEKOIMTAIOIIMX, KOTOPbIE COmepKaT MUHM-
MaJIbHbIC BHMPYCHBIE ITOCJICIOBATEIBHOCTH IUKOTO THIIA,
a MX MMaTOTeHHBIC, PEIIMKATUBHBIC M CTPYKTYPHBIC BUPYC-
HbI€ Te€Hbl 3aMEHEHbI TepareBTUYECKO reHHON KacCeTou.
3a mpoluenire rofapl MepeHoCc reHOB NEYeHU in Vivo ¢ UC-
TOJIb30BaHNEM aJIeHOACCOLIMUPOBAHHBIX BHUPYCHBIX BEK-
TOPOB TOKa3ajJl HauOOJIbIIME YCIEXU B JOKIMHUYECKUX
M KJIMHUYECKUX uccienoBaHusx [37, 38].

XUPYPTUYECKOE NTIEYEHUE BOJbHbIX TEMODUITUEN

HetsiM ¢ remoduavell TPU TUTAHOBBIX OMNEPaTUBHBIX
BMeEIIIATEThCTBAX (IKCTPAKIINS 3yOOB U TIP.) 3aMECTUTETh-
HYIO TepaITiio IMPOBOIAT 3a 12 4 10 omepaivy U B TeUCHHUE
6 4 nocie Hee. [Tpu 3TOM TpebyeTCs MOCTOSIHHBIN 1abopa-
TOPHBI KOHTpOJIb 32 3(pdeKkTuBHOCTHIO reMoctasa. [lo-
BBIICHHBIM PUCK pPa3BUTHS MHTUOWTOpPA COXPAHSIETCS
1o 10 Hex mocJe onepainuu.

MecTHasl Tepanys Mp¥ KPOBOTEYCHUSIX BKIIIOYAET Ha-
JIOXKCHME TaMIIOHOB C TeMOCTaTUYECKON TyOKOM, TPOM-
ounoMm. Ilpm BBIpakeHHOM TeMapTpo3e (yBeIUdeHHE
OKPYXXHOCTH CycTaBa Ha >3 CM MO CpaBHEHHIO C TaKOBOM
HEU3MEeHEHHOTO CyCTaBa, HEPBHO-MBbIIIIEYHbIE HAPYIICHUSI,
00JIeBOI1 CMHAPOM >1 CyT) TOKa3aHa IMyHKIIWUS C acIvpa-
1Mel Comep>KUMOT0 M BHYTPUCYCTaBHBIM BBEACHUEM TPHU-
aMIIMHOJIOHA uau 6etaMeta3oHa B go3e 10—20 mr ITocne
MYHKIIMU CYCTaB MMMOOMIN3YIOT Ha 3—4 4. [1pu TsoKembIx
(dopmax reMoMILHOM apTPOITaTUX U yTpaTe MOABUKHOCTH
B CycTaBe (AaHKWJIO3) IT0Ka3aHO OIlepaTUBHOE JeYeHUe —
CUHOBIKTOMMSI, penpeccanus cycraBa. C 1eJblo BOCCTa-
HOBJICHUSI (DYHKLIMU CYCTaBa M JICYCHHUSI XPOHUYECKOTO
CHMHOBMTA ITOKa3aHO MPUMEHEeHUE JIeYeOHOI (hU3KYIBTYpPhI
U pusuorepanuu [39].

JIroboe momo3peHMEe Ha YEepeITHO-MO3TOBYIO TPaBMY
TpeOdyeT HCKIIOUEHUs] KPOBOU3IUSHUS B IIEHTPAJIbHYIO
HEpBHYIO cucTeMy. PebeHKa rocnmuTaJu3upyloT, IPOBOIST
WHTEHCUBHYIO 3aMECTUTETHHYIO TEPATTUIO U CPOYHYIO THMa-
rHoctuky (KT, MPT).

IlnaHoBas xupypruyeckasi MOMOIIb OOJbHBIM I'€MO-
dunueit (Bce BUABI omNepaluii Ha cycTaBaX, SHIAONPOTE-
3MpOBaHUE W JIp.) OKa3bIBaeTcs B (hemepaNbHBIX IIEHTpaX.
Hannune 3¢¢eKTuBHBIX M 0e30IacHbIX KOHILIEHTPAaTOB
G$aKTOpPOB CBEPTHIBAHUS KPOBU M IIPUMEHEHWE BBICOKMX
MEIUIIMHCKUX TEXHOJIOTHI IMO3BOJISTIOT MUHUMMN3UPOBATh
PUCK THITOKOATYJISIIMOHHBIX KPOBOTEYECHMI TIPU TIPOBEIE-
HUU OTNIepaTUBHBIX BMEIIATEIbCTB Y MALIMEHTOB C BPOXKIEH-
HBIMM KoaryjionatusiMu. B HacTosiiee Bpemst SHIOMpPOTe-
3MpOBaHNE KPYITHBIX CYCTABOB CTAJI0 PYTUHHOM oIepalneit
y MalUMEHTOB, CTpafaloluXx reMoGUuIneil U XpoOHUUYECKO
remodunnyeckoit aprponatueii [40]. Tak, B.}O. 3opeHko
M COABT. BBITIOJHUIIU 675 omepalinii Mo SHAOMPOTE3NPOBa-
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HUIO y TalMeHToB ¢ reModuireit A u B (crapiue 18 neT),
B TOM YUCJIe DHIOMPOTE3UPOBAHNE KOJEHHBIX CYyCTABOB —
552, TazobeapeHHbIX — 115, Te4eBbIX — 5, TOKTEBBIX — 3.
ITpu sTOM y 18 manureHToOB TeueHUe reMoPuInu ObLIO OC-
JIOXKHEHO HAJTMYMEeM WHTUOUTOpPA, TTOJIOXUTEbHBIE aHTH-
tena K Bupycy renatura C mmenn 90% OoabHbix, BUY-
UHOUIIMPOBAaHHBIMU ObUTM 3 manueHTa [41].

3AKJTHO4YEHUE

MHoroyucjaeHHble  KJIMHUYECKUE  MCCIICIOBaHUS
OTCUYECTBCHHBIX PEKOMOMHAHTHEIX IIpEIapaTtoB (paKTo-
POB CBePThIBaHMS KPOBU (MOPOKTOKOra ajibha, HOHaKOra
anbda, snTakora anbda [AKTMBUPOBAHHOTO]) MPOJEMOH-
CTpUpOBaIN 3(P(PEKTUBHOCTH 1 06€30IMaCHOCTh MX IIPUMEHE-
HUsI, a pOCCHICKOE TTPOM3BOICTBO MTO3BOJISIET 00ECIICUNTh
IaHHBIMM MperapaTaMy MauueHTOB ¢ remModuineil A u B,
B TOM 4mcIIe Aeteii. [TosiBieHre HOBBIX IIpenapaToB ¢ ITPUH-
LIMMXAJIbHO HOBBIM ME€XaHU3MOM JeUCTBUS U Oosiee yno0-
HbIM IIyT€M BBEJEHUsI, a TAKXE pa3BUTUE METOI0B F€HHOMI
Tepanuy MO3BOJISAIOT HAIEsAThCsS Ha JaJbHEHIIee YIydlle-

HHe KaJyecTBa KU3HU MallieHTOB C TeMOMUIINEIA.

k %k %k

Aemopbl 3ase1510m 06 omcymcemeuu
KOH@auKkma unmepecos.
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HEMOPHILIA: THE ROLE OF NATIONAL DRUGS FOR SUBSTITUTION

THERAPY IN PEDIATRIC MEDICAL PRACTICE

Professor K. Grigoryev, MD; T. Plahuta, Candidate of Medical Sciences;
A. Solovieva, Candidate of Medical Sciences, E. Vartapetova, Candidate
of Medical Sciences;

N.I. Pirogov Russian National Research Medical University, Moscow

Hemophilia is one of the most common genetically determined blood clotting
disorders. The disease manifests itself in early childhood and clinically has two
of the most common variants of the disease: hemophilia A — deficiency of factor
(F) VI, and hemophilia B — deficiency of FIX. Diagnostics requires obligatory
laboratory confirmation of the genetic absence or decrease in the concentration
of FVIIl for hemophilia A and FIX for hemophilia B. Introduction in recent years
into practice of domestic recombinant coagulation factors — moroctocog alfa
(BDDrFVIIl), nonacog alfa (rFlX) and eptacog alfa (activated) (rFVlla) made it
possible to significantly optimize substitution therapy in children with hemophilia,
and in the face of growing Western sanctions, to provide Russian children with the
necessary means of emergency care and prevention, which are not inferior to the
best foreign analogues. Their high therapeutic efficacy and low immunogenicity
have been proven. New therapeutic principles include non-factorial drugs and
gene therapy options for both hemophilia A and hemophilia B.

Key words: hemophilia, children, diagnostics, moroctocog alfa, nonacog alfa,
eptacog alfa (activated).
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