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CoBpeMeHHble noaxoabl
K nne4yeHuio reMocpunum
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«30M0TbIM CTaHOapTOM» Tepanuu reModonnum yxe 60 neT octaeTcA NPUMEHEHWNE KOHLIEHTPATOB
thakTopoB. B nocnepHve roasl oTMeuvaeTcs BypHoe pa3suTue onumin neyeHns. B knuHnyeckyo
NPaKTVKY BHEAPEHbl KOHLEHTPaTb! C ANUTENbHLIM NEPUOAOM NOJTyBbIBEAEHNS, @ TaKKe
MPUMEHAETCA HethaKTOPHbIV BUA Tepanun — bucneundnyeckoe aHTUTENo, MMUTHPYIOLLEEE DYHKLMIO
akTusmpoBaHHoro daktopa Vlll. ObHagesvBaioLLmMe pe3ynbTaTbl B KIMMHUYECKMX UCCIefOBaHNSAX
MOKas3bIBAET NPUMEHEHNE aHTUTEN K MHIMBUTOPY MyTW TKaHeBOro hakTopa, nHTepdepupyioLLero
arenTa PHK, nHrnbumpyioLlero aHTUTPOMBUH, a Takke reHHow Tepanuu. [penMyLLecTBamMm HOBbIX
MEeTO[0B NTEYEHVS ABMSAETCA COKPALLEHNE YaCTOTbl BHYTPUBEHHBIX MHBEKLIMIA U yrTyYLLeHne
NPUBEP}KEHHOCTMN Tepanun, 0COBEHHO Y NaLUMEHTOB C MHIMBUTOPHOM chopMoi remodounum.
[llonrocpounas 6esonacHoOCTb U 3PEeKTUBHOCTL TPeByIOT AanbHeNLwero n3yyeHus.
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Modern approaches in hemophilia therapy
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For 60 years the “gold standard” of hemophilia treatment has been the use of concentrates factors. In recent years, there has
been a rapid development of therapeutics. Several extended half-life concentrates have been introduced into clinical practice,
as well as a non — factorial type of therapy-a bispecific antibody mimicking activated factor VIIl. Encouraging results in clinical
trials show the use of antibodies to tissue factor pathway inhibitor, small interfering RNA to antithrombin and gene therapy.
The advantages of new treatment methods are a reduction in the frequency of intravenous injections and improved adherence
to therapy, especially in patients with inhibitors. Long-term safety and effectiveness require further study.
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emocpunun A n B — HacnepncTBeHHble X-cue-

MneHHble peLeccuBHble 3a601eBaHMs, BbI3BaHHbIE

0edbuLUMTOM MK 0TCYTCTBMEM (DAKTOPOB CBEPTbI-
BaHus kposw VIII (kogupyetca redom F8) unu IX (koam-
pyetcs reHoM F9). Mo TaxecTu 3abonesaHus nenarcs
Ha 3 CTeNeHM, yunTbiBas aKTMBHOCTb (DaKTopa: TAXenas
cteneHb (< 1%), cpenHsas ctenexb (1-5%) u nerkas
crenexb (0T > 5% no < 40%) [1]. Mepsble ynoMuHaHWs
0 remocpunumn pgatupyiotcs |l B. 4O H.3.! B BaBUITOHCKOM
TanMyLe ynoMMHAEeTCs, UTO ECNU Y KEHLUMHbI OBOe
CbIHOBEN YMEpPJIM OT KPOBOTEYEHMS BO BpeMs obpe3aHus,
TpeTuin pebeHok MosKeT bbITb OCcTaBfieH Heobpe3aHHbIM.
CnoBo «remodounus» snepsble BbIN0 3aAO0KYMEHTUPO-
BaHO B 1828 r. HeMeukuM BpauoM MoraHHoM Jlykacom
LLleHnenHn n ero yyeHunkoMm ®pupapmxom Xonddom,
KOTOpble onucanu coctosHue B auccepTaummn “Uber
die Hamophilie oder die erbliche Anlage zu tddtlichen
Blutungen” («0 reModounmm unu HacneacTBeHHOM npes-
PACMOMNOKEHHOCTU K CMEPTENbHOMY KPOBOTEUEHMIO»),
BbIMOMHeHHO! B YHusepcuteTe Lliopuxa (Lsenuapus).
[NaHHoe 3aboneBaHne 4acTo Ha3blBalOT «KOPOJIEBCKas
BonesHb», TaK Kak HEKOTOpble YSieHbl €BPOMENCKOM
KOposieBcKoW ceMbu Bonenu remodpunmein. CerogHs Ml
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3HaeM, YTo «Koporesckas bonesHb> B EBpone Ha caMoM
nene bbina remocbunueit B [2]. Huxe 6ynyT paccmo-
TPEHbI COBPEMEHHbIE BO3MOXHOCTY N1eYeHNs 1 npodom-
nakTuky remodounum A n B, a Takxke OCBELLEHbI HOBbIE
acrnekTbl Tepanuu.

Tepanusa remocpunum

B HacTosLLee BpeMsi CTaHAAPTOM Tepanum HeOC oMK~
HEHHbIX MHrMbuTOopoM dopM remModunuu siBNsSETCS
npuMMeHeHne KoHueHTpaToB dhaktopos VIl n IX ons
OOCTUKEHMA afeKBaTHOro reMocTtasa. BHeppeHwue
KOHLIEHTPaToB MO3BONNUI0 AOBMTHCA CYLLECTBEHHOMO
nporpecca B YfyyLleHUWM KauyecTBa MU3HWU, 3aMeinnTb
NporpeccuMpoBaHve apTponaTum U CHU3UTb CMEPTHOCTb
OT KpoBoTeueHuin [1]. [Ins KynupoBaHUA KPoOBOTeUeHHi
npu remocpunum nmeetcs HoNbLLION BbIBOP KOHLEH-
TPaToB: Mfla3MeHHble, PEKOMBMHAHTHbIE, KOHLEHTPATbI
thaktopa VlII, noslyyeHHble 13 Na3Mbl KPOBU CBUHBY, U
KOHLeHTpaTbl C ANUTESIbHbIM MEPUOLOM NOJTYBbIBELEHMS.

Mna3MeHHble KOHLleHTpaThbl
Y,D,OBJ'IGTBOpVITeJ'IbHOQ JleyeHne nauneHToB C reMo-
CbVIJ'IVIeVI CTaJji0 BOSMOXHbIM C pa3BuTUEM TEXHOMOrnm
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M3rOTOBMEHUS MM1a3MEHHbIX KOHLEHTPaTOB B KOHLE
1960-x ropoe [3]. B nocnegyiowimne 2 gecatuneTvs
KoHueHTpaTbl aktopos VIII n IX npoussoaunuce
UCKIIOUMTENbHO M3 YenoBeYeCcKon nnasmel, cobpaHHom
0T 60MbLIOro yMcna QOHOPOB, YTO SIBUNOCH MPUYMHOM
nepefaym TPaHCMUCCUBHBIX MHADEKUMIA, TaKUX Kak
BUPYC MMMyHOAeduuuTa uenoseka (BWY), rena-
T1Tbl B 1 C. B koHue 1970-x — Hauane 1980-x ropoBs
Npoun3BOAcTBO 1 nnas3MeHHOro KoHueHTpaTta Tpebo-
Bano cbopa nnasmbl bonee uem y 2000 goHopos (6es
BMPYCUHAKTUBUPYIOLLMX TEXHOMOMMIA), YTO NpUBENO K
MexayHapoaHon katacTpodoe, Korga 6onbLuoe yucno
BonbHbIX reModmnnnen 3apasunmcb TPaHCMUCCUBHBIMU
nHdpekumsamm, B ocoberHocTn BUY un renatutom C. Mo
oLeHkaM, okono 9300 naumeHTos ¢ remocpounmen 8 CLLA
(nouTn nonoBuHa ot obuero uncna 6osbHbIX) BbinK
uHdMuMpoBaHbl BMY, a okono 80% — renatutom C [4].
3Tta Tpareaus nobyauna NnpoBecTU [OMOSIHUTESNIbHbIE
nccnepnoBaHus, yTobbl NoBbICUTL BesonacHOCTb Nnas-
MEeHHbIX KOHUEeHTpaToB. CerogHs TEXHOMOrMn BUpYyC-
MHaKTWBaLumM cTanu bonee pasBUTbIMK, PUCK Nepefaym
BUpPYCa CTPEMUTCSH K HYSIO, HA PbiHKE NMPUCYTCTBYIOT
Bonee 20 npousBoguTenen MNa3MeHHbIX KOHLEH-
TPaTOB, UMEIOLLIMX CXOXYI0 3OEKTUBHOCTD U OT/IMYa-
IOLLIMXCSA METOAOM OYMCTKM, CTEeMeHblo Nypudimkaumu,
Hanununem chakTopa BunnebpaHpa u cTaHpapTu3aumen
po3bl [5]. MUHYCOM NnasMeHHbIX KOHLEHTPAToB ABNSA-
€TCA BO3MOMHOCTb Nepefayun BUPYCHOW MHAEeKUMM,
TakoW kak nmapeoBupyc B19, a Taksxe TeopeTuue-
CKasl BEPOATHOCTb Nepefauv NpuoHHbIX BonesHen,
XOTA Ha [aHHbIA MOMEHT TaKux cliyyaes
He 3apermcTpuposaHo [6].

PekoMbUHAHTHbIE KOHLLEHTPaTbI

B 1984 r. 6bin oTkpbIT reH dhaktopa VI, uto
MO3BOMMIIO CO3AaTb KOHLEHTPAT Ha OCHOBE MOJIEKY-
MAPHBIX TEXHOMOrM. KOHUEHTpaT PeKoMBUHaHTHOro
akTtopa VIl ctan pocTtyneH B 1992 r., KOHUEH-
Tpat IX dakTopa — B 1998 r. [3]. MpeumywecTsamu
PeKOMBUMHAHTHBIX KOHLEHTpaToB ABnfAlTCA Ux abco-
nioTHas MHAEKUMOHHan Be3onacHoCTb, a Takxke bonee
fewesas U ctabuibHasa TEXHONOrMs NMPOVM3BOACTBA.
PekoMbuHaHTHbIE dhaKTOpbl AenATcA Ha 4 NOKOSIeHus.
[MpyHUMN GeneHns oTpaxaeT YMeHbLUEHWE BO3NENCTBUA
MBOTHbIX B€MKOB Ha NMPOM3BOACTBO OT 1-ro K 4-My
nokoneHuio [7].

KoHueHnTpaTt cakTtopa Vi, npousBepeHHbIn U3
nnasMbl KPOBM CBUHBU

PekoMbBUHaHTHbIN B-pgoMeH-aenneTupoBaHHbIN
cBuHom chaktop VIl pocTyneH Ansa nevyeHns nauMeHToB
c ayToaHTUTenamu k dpaktopy VIl (1. e. naumeHToB
¢ npuobpeTeHHbIM MHrMBUTOPOM chakTopa VIII). 3ToT
MPOAYKT He NWLEH3VMPOBaH L1t UCMOMNb30BaHNA Y Naum-
€HTOB C HacNeacTBeHHoW reMocomnveit A [8].

KoHueHTpaThbl ¢ ANUTENbHBIM NEPUOAOM MOJTYBbI-
BeieHUs

YacTble BHYTPUBEHHbIE MHDBEKLMM KOHLEHTpaTa
HeobXonMMbl U3-3a OTHOCUTESIbHO KOPOTKOro nepuofa
nonysunsHu dpaktopos (10-14 u pns dpaktopa VIl u
18-22 u nna dakrtopa IX). Haumnaa ¢ 2010-x rogos,
BbINMM NpennpuHATH MONbITKM co3pgaTb DaKTopbl,
KoTopble Bbl AOfbLUEe OCTaBanuCb B KPOBU W, Crepo-
BaTesflbHO, COKpaLlany KONMYyecTBO BHYTPUBEHHbBIX
BBefeHun. bbinn paspaboTaHbl 2 OCHOBHbIX MeTofaa:
coefMHeHve hakTopa CBepTbIBaHMs C Belkamu, Takumm
Kak yacTb Fc IgGl unu ansbymun [9], u coeamHeHune
C XMMWYECKMMU BELLECTBAMU, TaKUMU Kak MOMMITU-
nenrnukonb [10]. B HacTosiee BpeMs cyliecTsyeTt
Bonblwoe konuuecTso npenapatos cakTopos VIl un IX
C ONWTenbHbIM nepuopoM nonysbiBefeHus: 16—20 4 u
100-120 y cooTBeTCTBEHHO. 3TO NO3BOMAET NaLUMeHTaM
¢ reModounmen A npoBoaMTb NPOCPUNIAKTUKY KOHLLEHTpa-
TaMmu 2 pasa B Hefiesnio, a nauveHTam ¢ remodounuen B —
1 pas B Hepenio U gaske 1 pa3 B 2 Hep, YTo ynyywaeTt
MPVBEPXKEHHOCTb TEPANWK U CBA3AHO CO 3HAYUTESbHbIM
YMEHblUEHMEeM reMopparnyeckoro cuHppoma [11].
[aHHble npenapaTbl He 3aperucTpupoBaHbl Ha Teppu-
Topun Poccuiickoin Penepaunu (PD).

PacueT [03bl KOHLIEHTPaTa U LiefeBas akTUBHOCTb
cdakTopos VIl u IX pna Tepanun KpoBoTeueHui

KpoBoTeueHue y naumMeHToB ¢ reModonnmen fOmKHO
BCErfa paccMaTpMBaTbCA Kak 3KCTPEHHas CuTyaums,
TpebyioLas BbICTPON OLEHKM M HEMELTEHHOI O BBEEHNS
KOHLIeHTpaTa dhakTopa C pacyeToM 03 MpenapaToB U
MPOLOSIKUTESIBHOCTU JIeYEHWsI B 3aBMCUMOCTU OT Liefle-
BOr0 3HAYEHWUA aKTMBHOCTU AeUUMUTHOrO dhakTopa M
BMLa KpooTeuerws [12]. [ins remocpunvm A B cpeaHeM
BeeneHne 1 ME/Kr koHueHTpaTa dpakTopa VIII nosbiwaet
€ro aKTUBHOCTb Ha 2%, T. e. TpebyeTca 50 ME/Kr, uTobbl
pocTuub 100% akTvBHOCTH, NMMBO NpoaneHHas UHy3ns
nocne MHMLUManbHOro BonNICHOro BBEAEHNA U3 pacyeTa
4 ME/kr/u, koTopas ByneT NoanepskMBaTb aKTUBHOCTb
hakTOpa Ha AOCTUrHYTOM M3HaYanbHO YPOBHE MOCTO-
anHo [12]. [na remocounum B B cpemHeM BBeaeHue
1 ME/kr KoHueHTpaTa daktopa IX nosbilwaer ero
aKTUBHOCTb Ha 1%, T. e. TpebyeTtca 100 ME/Kr, uTobbl
pocTuub 100% akTvBHOCTH, NMMBO NpoaneHHas UHy3us
nocne MHWLUManbHoro BoNICHOro BBEAEHNA U3 pacyeTa
6 ME/kr/u [12]. OcobeHHOCTbIO hapMaKOKUHETUKM
KOHLeHTpaToB dhakTopoB y aeten oo 1 ropga sensaertcs
MOBbLILLEHHOE pacnpefeneHne npenapara, Yto MoxeT
notpeboBaTtb BBEAEHNA BOMbLUMX 403 KOHLEHTpaTa Ans
LOCTUMeHuA TpebyeMoit akTMBHOCTM dhakTopa [13].

MpodmnakTuka Kak cTaHAapT Tepanuu

YuntbiBas BbICOKYI0 3EKTUBHOCTb 3aMecTu-
TENbHOW Tepanuu NSt KYNWpoBaHWUS KPOBOTEYEHUIA Y
BonbHbIX reModnnunent, B 1968 r. Bbin NpUMEHEH NpuH-
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LMAManbHO HOBbLIM MOAXOA — NMPOIMIaKTMKa KpoBOTE-
uenwit [14]. MepsruHas NpodunakTka noppasymesaet
perynspHoe NpoBefeHNe 3aMeCcTUTENbHON Tepanuu,
HaUYMHAETCS NPU OTCYTCTBUM MPU3HAKOB MOBPEKAEHUA
CyCTaBOB, 10 3-1IeTHero BospacTa u xoTsa bbl 1o 2-ro
anu3ona reMapTpo3a. BropuuHas npochunaktvka — pery-
NAPHOE MPOBEAEHME 3aMeCTUTENbHOW Tepanuu, Hauu-
HaeTcs nocre 2 reMapTpo3oB unu bonee fo NosiBeHUs
MPU3HAKOB MOBPEXOEHNS CYCTaBOB. TpeTuuHasa npodu-
NaKTUKa — perynspHoe NpoBefeHne 3aMeCTUTENbHOW
Tepanuu, HauMHaeTCa Npu MOATBEPXAEHUU MOBPEK-
LLeHUsi CyCTaBOB, MOKeET BbITb HauaTa B NioboM Bo3pacTe.
Mepuoonueckas npodmnakTuka noppasymeBaeT
BBEAEHWE KOHLEHTpPaTOB (DaKTOpPOB B LEeNAX NpenoT-
BpallleHWsi KpoBoTeueHuit He Bonee 45 Hen B ron [12].
MpodunakTuueckasa Tepanus Nokasana CBOIO BbICOKYIO
30 EKTUBHOCTD B YMEHBLLEHNN KONMYECTBa KPOBOTE-
YEHWI, OTCPOYEHHDBIX OCITOMHEHUIA, TAKMX Kak XpOHUYe-
CKasi apTponaTtusi, bonei, a TakKe MO3BONMMA CHU3UTb
yacToTy dpaTanbHbIX KPOBOTEUEHMIA. [loNONHUTESIbHBIMM
1 BayKHbIMM NPenMyLLECTBAaMU TaKoro Noaxofa ABMSOTCS
ynyuLleHne KauecTBa M3HW NaLMEHTOB, B TOM uuCne
YMeHbLLUEHWe KOMMYeCTBa rocnuTanu3aumii u npony-
LLLEHHBIX 3aHATWI B LLKOME M OHEeN Ha paboTe, a Takke
yryuLleHne nokasaTenei counarnbHoi akTueHocTH [15].
MoeanbHoi uenbio NpoduIakTUKN ABASETCA OTCYT-
CTBME KPOBOTEYEHMIA. BbiNo nokasaHo, Y4To NaumeHTbl €
aKTUBHOCTbIO hakTopa bonee 1% ropasno pexe nMeloT
CMOHTaHHYI0 KPOBOTOUMBOCTb, PEsKe CTPafaloT OT reMap-
TPO30B W, COOTBETCTBEHHO, UMEIOT NyYLLYi0 (DYHKLMIO
CYCTaBOB, YeM B0JIbHbIE C THKENOWM reModpunnenn. Takum
0bpa3oM, 0CHOBOM NPOHMIAKTUUECKON Tepanuu sBns-
eTCs NOALEePIKaHWNe aKTUBHOCTY dpaKTopa Bbile 1% [16].
McecnepoBaHusa nokasanu, YTo Hanuyve 2 KpoBOWU3NU-
AHWIA B cycTaB M Bonee B rof NpUBOAMT K MOPaMeHuio
CyCTaBa W B [aNnbHeNLeM K yXyALeHWIo ero chyHKLMK
[17].

PacueT fo3bl KOHLIEHTpaTa U LeneBas aKTUBHOCTb
caktopos VIII n IX npu npocdunaktuke

Llenb npodumnakTMyeckoro neyeHus — noppep-
UBaTb aKTUBHOCTb pedmumtHoro dpakrtopa VIl
nmm IX Bbiwe 1-2%. Mpu remocpunum A pekomeHmy-
eTcs ucnosfb3oBaTb MHAy3uio dakTopa VIl ot 20 no
40 ME/Kr Maccbl Tena Yepes fieHb UK 3 pasa B Hedenio.
Mpu remocounum B — nHdpyauio paktopa IX ot 25 po
40 ME/kr Maccbl Tefla Kamablid 3-i fieHb UK 2 pasa B
Hemenio [12]. OpHako no Mepe peanusaunu npodu-
NaKTUKa BCTPETUa HEKOTOPble NMPENSATCTBUA, CTeMNeHb
MPUBEPKEHHOCTY Tepanuu YacTo bbinia HeOCTaTOUHOMN,
B 0COBEHHOCTM Y NOApPOCTKOB, U3-3a HEOBXOAMMOCTH
MPOBOAMTbL BHYTPUBEHHbIE MHBEKLMK 2—3 pas3a B Heaesio.
Kpome Toro, npoBefeHne npohunakTMUeCcKoro neyveHums
npv reModounum, ocobeHHO Yy ieTen, 3aTpyaHEHO BCren-
cTBMe npobremM orpaHWYeHHOro BEHO3HOro JOCTYynMa,
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YTO 3a4acTylo OAMKTyeT HeobxoaMMOCTb B YCTaHOBKe
LleHTpanbHoro KateTepa. lpu Bcex niocax LeHTpasb-
HOro [OCTyna He CTOMT 3abbiBaTb 06 OCMOMHEHUSAX,
Taknx Kak TpoMbBo3, KaTeTepHas UHDEKUMS, TEXHUYEe-
CKMEe CITOXHOCTU NMpY CaMOCTOATESIbHOM WCMOSIb30BaHNM
[18]. dpyroi onuuei ABNAETCA HAMOKeHWe apTepuoBe-
HO3HOW OUCTYMbl, KOTOPas XOPOLLO BOCMPMHMMAETCA
OEeTbMU U UX POBUTENSMU, PUCK MHADEKLIMOHHBIX OCIONK-
HEHWIA Npu 3TOM KpaitHe HU30K [19]. Bo3MosKHOCTb
npoBefeHNsa NPOMNAKTUHECKOr0 NEYEHNA 3aBUCUT OT
MHOMUX MPUYMH, HanNpuMep OT MCXOAHOW aKTMBHOCTM
nedununTHOro hakTopa, BbIPDAKEHHOCTH remMopparunye-
CKOrO CMHPOMa, aKTMBHOCTM M BO3pacTa MauueHTa, a
TaKKe NPOCTOThI OCTUMEHWS BEHO3HOro gocTyna [20].
3a nocnepHve fecAaTuneTus ynanocb fobuTtbca konoc-
casibHOro nporpecca B fieYeHun reModnnnm, OgHaKo
OfHWM W3 BaKHEWLUNX OCMOXHEHUIA 3aMeCTUTENbHOM
Tepanuu O0CTaeTCAa BbICOKas yacToTa hOpMMPOBaHUS
MHrMbuTOpa K BBOAMMOMY M COBCTBEHHOMY ChaKTopam
CBEPTbIBAHMA.

MHrmbutopHas dopma remochunumn

NHrmbutop — nonuknoHanbHoe BbicOkoadpduHHOE
IgG-aHTuTENO, KOTOPOE CneuMdrUecKn HerTpanmayeTt
MPOKOArynAHTHYID aKTMBHOCTb (DaKTOPOB CBEPTbI-
BaHWs1 KPOBM, lenasn NpoLecc ynpaBfeHnsa KpoBoTeue-
HUEM 3aTPyOHUTESIbHBIM. TUTP MHrMBUTOpa u3MepsieTcs
B beTe3na eamuuuax (BE). PasnuualoT TpaH3MTOpPHBbIi
(< 5 BE), KoTopblit coxpaHsieTca MeHee 6 MeC, HWU3KO-
pearupyiowmit (< 5 BE), Bbicokopearupyioumii (> 5 BE)
UHrMbuTopbl. VHrMbutopbl npu reModomnmm A BO3HUKaIOT
y 20-30% naumneHTOB. lN0ABNEHWE MHIMBUTOPOB CBA3AHO
C yxygoweHueM nporHosa: bonee BbICOKas 4yacToTa
KPOBOTEUEHUW, YCKOPEeHWe pPasBUTWSA apTponaTun u
CHUMXEeHMe KauecTBa wu3Hu [21]. Hanbonee BbicOKMiA
pVCK pa3BuUTUSA MHIMBUTOPOB HabnwogaeTcsa y nauum-
€HTOoB, nofyyatoLmx nepeble 50-100 BBeLEHUI KOHLEH-
Tpata dpaktopa VIII [12]. Mocne 150 gHelt BBeneHus
PUCK BO3HWKHOBEHWS UHIMBWTOPOB He npeBbiwaeT 0,3%
[22]. Oina reModomnumn B 4acToTa BO3HUKHOBEHUS MHIW-
BuTopa cyuwiecTtBeHHO Huxe — 1,5-3%. [Ins neuyeHwus
MHrMbutopHom dopmbl remocounun B npumenstoTcs Te
)€ MPOTOKOJSIbI, YTO M AN remodpunmm A, HO ¢ ropasno
MeHbLUMM MPOLEHTOM YLOBNETBOPUTESIBHOIO UCXOfa.
[MpobneMbl, C KOTOPbIMU MPUXOAUTCA CTANKMBATLCA:
TAMKEmNble aHaunakTMYeCcKMe peakLMn Ha KOHLEHTpPAT,
pa3BuTMe HedIPOTUUECKOrO0 CUHAPOMA NPW NPOBELEHUM
WHOYKUMM MMMYHHOM TonepaHTHocTn (MUT). Hanbonee
acppekTnBHbIM 1 BesonacHbiM cnocoboM pobutbes
MOJIHOW 3pagMKauuu MHrMbuTopoB nNpu remodunmmn A
asnsetca nposefeHve UAT. MpuHumn UUT 3akniova-
€TCA B NMOBTOPHbIX MHAPY3MAX KoHLeHTpaTa dhakTopa VI
C Lenblo fobUTbCSA TONePaHTHOCTN UMMYHHOW CUCTEMB
K BBELEHMIO «UYKepOLHOro» pakTopa, npekpaLleHus
BbIpaboTKM aHTUTEN M COOTBETCTBEHHO BOCCTaHOB-
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NEHWSI KOHTPOSSA Haf FEMOPParMyYeCKVMM NPOSIBIIEHNAMM
3abonesaHua. MNT nossonset pnobutbea apaankauum
nHrnbutopos y 60-80% nauneHTOB, YTO MPUBOAUT K
HOpPMarnbHOMY OTBETY Ha Tepanuio hakTOpPOM CBEPTbI-
BaHus VIl n ynoBneTBOPUTENBHOMY KOHTPOSIO KPOBO-
Teuenuit [23]. XoTta UUT ocTaeTcs eAMHCTBEHHbLIM
obLLenpnsHaHHbIM METOLOM MOSHON 3pafuKaLM UHIU-
BuTopa, peanbHaa 3OEKTUBHOCTb JAHHOrO MeTona
TpebyeT [OMNOMHUTENbHOrO aHanusa. lpoueHT ynau-
Horo pesynbtata WAT cunbHO 3aBUCUT OT UCXOQHOMO
TUTpa uHrMbutopos. Mo pnaHHbIM uccnenosanus K. Xonb-
LUTENHa U COaBT., BbICOKMI NPOLIEHT XOPOLLUX UCXOLO0B
AOCTUraeTCcs B OCHOBHOM Y MaLMEHTOB C HU3KOpearupy-
IOLLMM NNBO TPaH3UTOPHBIM UHITMBUTOPOM, MEPCMEKTYBI
BosbHbIX reModomnnuneit A ¢ BbICOKOpearmpyioLLmMMm UHMn-
BuTopamu 1 nnu ¢ MHrMbuTopHoOW chopmoit remocbunum B
He Takue obBHapemuBaiowme [24]. Mposeneqne UNT
TpebyeT BbICOKOM KOMMNAeHTHOCTH, HOMbLUOro KOfu-
4yecTBa KOHLEHTpaTa, Hafuuna BeHO3HOro AoCTyna, a
TaKKe LYHTUPYIOLLMX NpenapaTos, cnocobHbix obecne-
UMTb afleKBaTHbINA remMocTas.

Tepanus remMopparmyeckoro cMHApoMa y naum-
€HTOB C UHrMbuTopHbLIMKM chopMamMm reMochunuu A u B

OcHoBHOM NpobnemMor NauMeHToB € UHrMbUTOopamm K
tpaktopam VIl n IX sBnseTcss HEBO3MOMKHOCTb afleKBaTHO
KOHTPONMPOBaTb FreMOppParmyecknini CUHAPOM KOHLIEH-
TpaTamu drakTopoB. Ha gaHHbI MOMEHT €AMHCTBEHHOW
OMUMEWA KOHTPOMA KPOBOTEUEHWUW MPU MHIUOUTOPHBIX
dhopMax ocTaeTcs NPMMEHEeHVe NpenapaToB WYHTUPY-
IOLLIEr0 [NEeACTBUA: aHTUMHIMBUTOPHOrO KOarynsHTHOro
komnrekca (AMKK) n akTvBmMpoBaHHOro antakora anbda
(rFVIla) [12]. PaHaOMM3MPOBaHHOE KNMHWUYECKOe UcCrie-
LOBaHWe CpaBHeHWs 3Tux 2 npenapaTtos bbino npose-
neHo B 2007 r. n nokasano nx cxoxyto ahheKTMBHOCTb
B KYMMPOBaHNM KPOBOTEUYEHWI, HO ANS NaLMeHTa UHAMBMN-
OyanbHO MOXeT bbb adpdrekTmBeH 1 3 2 npenapaTos.
[ns KynMpoBaHWa reMopparnyeckux anu3onoB Npy UHMM-
BuTopHOM chopMe reModnnM peKoMeHAOoBaHbI crepy-
towme posbl: rFVIla 90-120 MKr/kr Kaxnoble 2-4 4 fo
KynupoBaHusa KposoTeueHust nubo AUKK 50-100 En/kr
Kamible 12 u (MakcuManbHas cyTouHas nosa 200 ME/kr)
[12]. Ana remMochunuu B npu Hanuuum aHadpunakTmye-
CKMX peaKLUWin Ha BBeOEHME KOHLEeHTpaTa B aHaMHese
pekoMeHayeTca uaberatb Tepanum AUKK, Tak Kak Tam

conepxutca chakTop IX, cnocobHbIn Bbi3BaTh aHadu-
nakcuio [25]. Bo3MOsKHO NpodhunakTUueckoe nedeHve
npenapaTtamut LWyHTMpYIoLLero aencTseus (tabmmua 1).

HecmoTps Ha T0, UTo (hakTopHasa Tepanusi KOPEeHHbIM
06pasom ynyulmna KauecTBO XM3HN NaALMEHTOB, 1O CUX
nop OCTaloTCH HepeLUEHHbIMU HECKOSbKO npobneM, B
TOM unCrie pUCK hOpMMPOBaHKS MHIMbuUTOopa M Heobxo-
OMMOCTb YacCTbIX BHYTPUBEHHbIX MHDY3WI, CHUXKaOLLAs
NPUBEPIKEHHOCTb NaumeHToB Tepanuu [24]. CtatucTuka
BceMupHol opraHusaumun 3npaBooXpaHeHUst NoKasbl-
BaET, UTO MPUBEPKEHHOCTb JIEYEHUIO Y MaLMEHTOB C
remocpunueit sBapbupyet ot 50 no 60% [26]. Bce atn
acnekTbl TpebyloT pa3paboTku v BHEAPEHWUA HOBbIX
MEeTO[0B fleyeHns reModonnmum.

MoHoknoHanbHble aHTUTENa. 3Muumsymab — peso-
nmouus 21 seka?!

AMuum3symab aBnseTcs ryMaHW3npoBaHHLIM acuM-
MeTPUYHbIM BucneundnyecknM peKoMOUHAHTHbLIM
IgG4-MOHOKMOHaNbHbIM @HTUTENIOM, VUMUTUPYIOLLUM
hyHKUMIO akTuBMpoBaHHOro dpaktopa VIl npu remo-
hvnum A, coeomnHsAA akTUBMPOBaHHble hakTopbl IX 1 X 1
cTuMynupys caktop IXa-onocpenoBaHHy0 akTMBALMIO
chakTopa X. lMpeumyliecTBamMn smuumsymaba nepeq
OPYrMMU npenapaTaMu SBASIOTCHA MOQKOMHbIA MyTb
BBeeHMs 1 ero crnocobHoCTb OCYLLECTBAATL FEMOCTaTH-
YECKMI ah(PeKT He3aBUCUMO OT HaNNUMS UHITMBUTOPOB K
cpakTopy VIII [27], uTo No3BONISET MCMOMb30BaTh AaHHbIM
npenapaT y NauueHToB C UHITMBUTOPHOW M HEUHTUBK-
TopHol chopMamu remocpunum A. NprMeHeHne aMULn3y-
Maba B CTaHOapTHOM LO3MPOBKe No3BONsAeT fobutbes
KOHLieHTpaLuu npenapara B niasMe 36—61 MKr/ms, uto
cootBeTcTBYeT ~14,6% akTueHocTu chakTtopa VIII [28].
Ha paHHbI MOMEHT NPOAOIIKAIOTCA KIIMHUYECKME Uccne-
[oBaHus 3dhPeKTMBHOCTM NpenapaTta, HekoTopble dhasbl
y)Ke 3aBepLUEHbl U MoKa3anu BnevyaTnsowmne pesynb-
Tatbl (tabnuua 2).

[loavpoBaHuWe npenapaTa: HarpysouHas 403a 3 Mr/kr
1 pas B Hepenio — 4 Hepf, NoAKoXHO. lMopnepxuBaloLLas
no3a— 1,5 Mr/kr 1 pa3 B Hefenio NofKoXHo Nbo 3 Mr/kr
1 pas B 14 pHeit noakoxHo, nnbo 6 Mr/kr 1 pas B
28 nHel nogkoxHo. [penapaT oYeHb MPOCT B AO3MPO-
BaHWW, yoobeH Ans naunMeHToB, He TpebyeT pyTUHHOMO
KOHTPOJIS KOHLLEHTPaLUuUM B KPOBW, OJHAKO BMMSET Ha
HekoTopble NnabopaTopHble TeCTbl U He MOKET bbiTb

Tabnuua 1

MpocbunakTuyeckoe neveHne NaumeHToB ¢ MHrMBuTopamm [12]
Table 1

Prophylactic treatment of patients with inhibitors [12]

Mpenapar Bo Bpemsa UNT Bre MUT

Agent During induction of immune tolerance Outside induction of immune tolerance

JnTakor anbga (rFVila)
Eptacog alpha (rFVila)

KpaTtkocpoyHas npodmnakTtvika oo 3 Mec
B peskuMe 90 MKr/Kkr 1 pa3 B CyTKM
Short-term prophylactic up to 3 months 90 pg/kg/day

KpaTtkocpoyHas npodhunaktvka oo 3 Mec
B peskuMe 90 MKr/kr 1 pa3 B CyTKM
Short-term prophylactic up to 3 months 90 pg/kg/day

AVKK B nose 50-100 En/kr kaxable 12 4
[0 CHUKEeHUA TUTPa MHrnbutopa Mexee 2 bE
50-100 pg/kg every 12 hours unless inhibitor is less than 2 BU

Anti-inhibitor coagulant complex

B nose 30-100 En/kr 3 pasa B Hepenio
1IN Yepes fieHb
30-100 ug/kg 3 times per week or every other day
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Tabnuua 2
MponeyeHHble KPOBOTEUYEHUSA B KNUHWUECKMX nccrepoBanuax HAVEN [29]
Table 2
Treated bleeds over time in HAVEN studies [29]
MapameTtp 1-24-7 Hepenu  25-48-a Hepenn  49-72-a Hepenn  73-96-1 Hepenu
Parameter 1-24 weeks 25-48 weeks 49-72 weeks 73-96 weeks
HAVEN 1 (n = 113; B3pocrible MaumeHTbl ¢ MHFMBUTOPHOM hopMoit FreModhnsinm)
HAVEN 1 (n = 113; adults hemophilia with inhibitors)
Yucno naumenTos, n 109 101 97 73
Number of patients, n
CpeqHee uncrno KposoTeueHuit (95% ) 3,1(0,6-8,8) 0,6 (0,0-4,9) 0,4 (0,0-4,6) 0,4 (0,0-4,5)
Mean ABR (95% Cl)
[lons naunenTos 6e3 kposoTeueHuit (95% ON) 71,6 (62,1-79,8) 84,2 (75,6-90,7) 87,6 (79,4-93,4) 86,3 (76,3-93,2)
% with 0 bleeds (95% Cl)
[ons naunenTtos ¢ 0-3 kposoTeueHnamn (95% [N) 89,0 (81,6-94,2) 99,0 (94,6-100) 97,9 (92,8-100)  100,0 (95,1-100)
% with 0-3 bleeds (95% Cl)
HAVEN 2 (n = 88; netn ¢ uHrnbutopHoi dopmoit reMocousnm)
HAVEN 2 (n = 88; children hemophilia with inhibitors )
Yucno naumeHTos, n 86 64 49 18
Number of patients, n
CpenHee uncno KposoTeueHuit (95% OU) 0,4 (0,0-4,5) 0,3 (0,0-4,4) 0,3 (0,0-4,2) 0,1(0,0-3,9)
Mean ABR (95% Cl)
[lons naunerTos 6e3 kposoTeueHuit (95% ON) 87,2 (78,3-93,4) 87,5 (76,9-94,5) 87,8 (75,2-954) 94,4 (72,7-99.9)
% with 0 bleeds (95% CI)
[ons nauuenTtos ¢ 0-3 kpoBoTeueHuamu (95% L) 100 (95,8-100) 100 (94,4-100) 100 (92,8-100) 100 (81,5-100)
% with 0-3 bleeds (95% Cl)
HAVEN 3 (n = 151; B3pocrible 6e3 uHrubutopa)
HAVEN 3 (n = 151; adults hemophilia without inhibitors)
Yucno naumeHTos, n 148 144 129 23
Number of patients, n
CpeqHee uncro KposoTeueHuit (95% [N) 1,8 (0,2-7,0) 0,9 (0,0-5,5) 0,9 (0,0-5,5) 0,2 (0,0-4,1)
Mean ABR (95% Cl)
[lons naunerTos 6e3 kposoTeueHuit (95% ON) 62,8 (54,5-70,6) 72,9 (64,9-80,0) 77,5(69,3-84,4) 91,3 (72,0-98,9)
% with 0 bleeds (95% CI)
[ons naunenTos ¢ 0-3 kpoBoTeueHuamu (95% L) 93,2 (87,9-96,7) 97,2 (93,0-99,2) 96,9 (92,3-99,2) 100 (85,2-100)
% with 0-3 bleeds (95% ClI)
HAVEN 4 (n = 48; nosa amMuumsymaba 1pas B MecsLl)
HAVEN 4 (n = 48; emicizumab dosage 1 per month)
Yucno naumeHTos, n 48 45 9 0
Number of patients, n
CpefHee uncro KposoTeueHuit (95% [N) 2,1(0,3-7,4) 1,5(0,1-6,4) HeT naHHbIX HeT naHHbIx
Mean ABR (95% Cl) No data No data
[ons naunerTos 6e3 kposoTeueHmin (95% L) 64,6 (49,5-77,8) 77,8 (62,9-88,8) HeT paHHbIX HeT maHHbIX
% with 0 bleeds (95% CI) No data No data
[lons nauvenTos ¢ 0-3 kposoTeueHusmu (95% [UN) 91,7 (80,0-97,7) 95,6 (84,9-99,5) HeT naHHbIx HeT naHHbIx
% with 0-3 bleeds (95% CI) No data No data

lMpumeyvanne. IV — nosepuTenbHbIN HTEPBAI.
Note. Cl - confidence interval.

MCNOMb30BaH B KayecTBe CPEACcTBa AN KyNMpOBaHUA
OCTPbIX KpOBOTEYeHUiA. B nocnenHeM cnyyae Bo3HUKaeT
BOMPOC O JIEYEHUN <MPOPbIBHBLIX> KPOBOTEUEHWA Y NaLm-
EHTOB C UHrMbUTOpHOM chopmort reModhmnum A Ha dhoHe
Tepanuu amuumnsymabom. Hanbonee cepbesHbiM Hexe-
naTenbHbIM AIBIEHWEM Ha GhOHE Tepanuu aMULM3yMaboMm
ABNAETCA pa3BuUTMEe TPOMBOTUYECKON MUKPOAHIMonaTim
n Tpomb030B. 10 faHHBIM KOMMaHWM-NPOM3BOAMTENSA
amuum3ymaba, 3a BCe BPeMA KITMHUYECKUX UCTbITaHWUN
BbIN10 3aperncTpupoBaHo 4 cryyas pa3suTusa Tpombo-
TUYECKOW MUKPOAHIMOMaTWUK, CBSA3aHHbIE C COBMECTHbIM
npumeHeHneM AUKK B pose 6onee 100 ME/kr/cyT, a
Takske 18 cnyuyaeB passuTuA TPOMBO30B Y NaLMEHTOB
C OpyruMu dbaKTopaMu pUcCKa MX BO3HWKHOBEHUS. Ha
OCHOBaHMM MOJyYEHHbIX AaHHbIX criepyeT nsberatb y
MauMeHTOB Ha NPouNaKTke aMnLUM3yMaboM coBMecCT-
Horo npumeHeHus AUKK B pose, npesbillaloLen
100 ME/kr/cyT. InA KynupoBaHUs KPOBOTEUYEHWA Ha
coHe Tepanun aMuumsymabom naumeHtaM 6e3 MHru-
BMTOPOB PEKOMEHAOBAHO MPOBOAUTL MHAY3UM KOHLIEH-
TpaTa cpakTopa VI, ¢ uHrnbutopoM — ncnonb3oBaHue
anTaKkora anbga B nosuposke 90-120 mkr/kr [30].

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
2020 Tom 19 | Ne 3| 131-138

HecMoTps Ha onybnvKoBaHHbIE faHHbIE, HEKOTOpPbIE
BOMPOCHI TEPANMNM 3MULM3YMaboM OCTaIOTCA OTKPbITbIMU:
Kak B3aMMOLENCTBYEeT B LONIOCPOYHOW MEpPCNeKTUBe
aMuumsyMab n gpyrve remMocTtaTMyeckue npenaparsl,
cnepyeT nu npopomkaTh Tepanuio UAT npu nHrmnbum-
TOpHOW chopMe, ecfnv NaLUMeHT HaxoaMTCa Ha nNpodu-
NakKTUKe 3aMMLUM3yMaboM, Kak afeKBaTHO MPOBOAUTL
Tepanuio OCTPbIX KPOBOTEUEHUI 1 B 0COBEHHOCTH nepu-
OnepaunoHHYI0 NOAAEPKKY BOMbHBIX Ha NPOdMNaKTMKe
aMuumsymabom?

YuutbiBas, uto bucneumdunuyeckoe MOHOKIIO-
HanbHOe aHTUTENoO 3MULUM3yMab NpoAEeMOHCTPUPOBASO
3HAUMTENbHOE CHUXEHWE KPOBOTEYEHWN Y MaLMeHTOB
¢ uHrnbutopamm [30], BO3HMKAET BOMNPOC: AOSKHbI NN
nauveHTaMm c MHrnbutopamu nNpoBoauTb pesumbl UAT?
B HacTosiLlee BpeMs KOHCeHcyca HeT, BONbLUMHCTBO
cneuuanncToB peKOMeHAyIoT xoTs bbl 1 aTan Tepanum
NWT, Tak Kak ycnewuHoe ynaneHue vHrmbutopa nosso-
nseT BblbpaTh Bonee 6esonacHble BapuaHTbl NevyeHus
N5 NPefoTBPaLLEeHNs KpoBOTEUeHMIA (HanpuMep, reHHas
Tepanwus) 1 neyeHns OCTPbIX KPOBOTeueHuit (Mcnonb3o-
BaHWe KoHUeHTpaTa gaktopa VIl BMecTo npenapatos
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LIYHTMpYIOLero feiicTaus). ImMuumsymab ¢ 15.10.2018
3apervcTpupoBaH Ha Tepputopun P® 1 ycneluHo npume-
HAeTCA ANs NPodhMNaKTUYECKOro feYeHns naumMeHToB
[31].

KoHunsymab — BbicokoadppunHHOEe rymaHu3unpo-
BaHHOE MOHOKIOHafIbHOE aHTUTeNo K WMHrnbutopy
nyTu TKaHeBoro dpaktopa. MHrmbutop nytu TkaHe-
BOro doakTopa SIBMSETCSA OCHOBHbIM (OU3UONOrMYECKUM
perynaTopoM akTUBHOCTWU MOCMeQHero, MHrMbupys
KOMMNIEKC «TKaHeBOW (haKTOp — aKTUBMPOBAHHLIN
chakrop VIl (FVila)», Takum obBpasoM perynupys rexe-
pauuio TpombuHa n obpasoBaHune chubpuHa. brnokupo-
BaHWe MHrMbMTopa NO3BONAET reHEpPMPOBaTLCA PaKTopy
Xa 1, coOTBETCTBEHHO, TPOMOUMHY fase B OTCYTCTBUE
cakTopos VIII n IX. Ha paHHbIn MOMeHT npenapaTt
npowen dasy |l KnMHMYeckux ncnbiTaHnin. Beoautcs
KOHLM3yMab NOAKOXHO, €XXeAHEBHO, [03a Ha4YMHaeTCA
ot 0,15 Mr/Kr ¢ ganbHeiLwen ackanaumvei, ecnv Tpeby-
etcs. NpuMeHsieTcsa y nauneHToB ¢ reMocdounuven A n B
n MHrMbutopHon dhopmoii. PesynbTaTthl nccnenoBaHus
da3bl [l noaTBEPAMNYM 3HAUNTENBHOE CHUKEHME YaCcTOThl
kpoBoTeueHnn Ha 80-90% npu cpaBHeHWUW c Tepanuen
anTakoroM anbgpa no tpebosanuio [32]. Ha dpase llI
KIIMHUYECKUX UCCINEefOBaHWM BO3HWKIO 3 criyyas TPOM-
6o3a, B CBA3M C YeM UCCMEAOBaHNE MPUOCTAHOBIIEHO AO
BbISICHEHMs1 0B6CcTOATENbCTB. TakKe Opyrue npenapartbl
MOHOKJI0HabHbIX aHTUTEN K MHTMBUTOPY NyTW TKaHe-
BOrO paKTopa HauYMHAIOT MPOXOAUTb KIMHUYECKME UCTIbI-
TaHusA: PF-06741086, MG1113 u gp. [33].

®dutysupaH — uHTepdepupybowmnn areHt PHK
(ALN-B 3; duTycupaH), KOTOpbI BO3LENCTBYET Ha
MaTpuuHylo PHK B renaTtouuTax, BblKM4Yaa nedve-
HOYHYIO 3Kcnpeccuio MaTpuyHon PHK aHTuTpoM-
Bura (AT) nyTeM ee CBA3bIBAHWA U [erpafaLmu, TakUM
obpasom cHuxkasa cuHtes AT npubnusmtenscHo no 30%
1 noseonsas pobutbcsa reHepauun TpoMbuHa, conocTa-
BMMOW C HOpManbHbIM remoctas3oM. OcHoBaHueM Ans
pa3paboTku npenapaTta Nocnyxuno HabnogeHne, uTo
y NaumeHToB ¢ reModunnmen n conyTcTByIOLLMM fedm-
umTom AT HabniopgaeTcs Bonee MArkWii eHOTUN KPOBO-
ToumsocTy [34]. Ha paHHbI MOMEHT npenapat NpoxoauT
daasy lll KNMMHMYECKNX UCTbITAHUIA, B TOM YnCTIe Y OeTel,
MCMosib3yeTca NOAKOXHO 1 pas B Mecsil, B AO3VPOBKe
50 nun6o 80 Mr. duTy3npaH MoKeT bBbiTb UCNOMb30BaH
Ana npodounnakTukm remocomunum A n B 1 MHrMBUTOPHBIX
cdopM. o pesynbTtatam dasbl Il KNMHUYECKMX UCnbI-
TaHu y naumeHToB 6e3 nHrmbutopos Habnwopanoch
CHVKEHME CPEOHero KoMyecTBa KpoBoTeyeHnn o 1 B
rog 1 CpefHee KOMMYEeCTBO CMOHTaHHbBIX KPOBOTEYEHUM
po 0 B rog, y 8 (50%) u3 16 nauneHTos He Habioga-
nocb KpoBoTeueHuit Bosce, Y 11 (69%) us 16 6onbHbIX
He Habniopanocb CNOHTaHHbLIX KPOBOTEYEHUA. Y naum-
€HTOB C UHrnbutopHomn dhopMor remochbnnum Ha cpoHe
Tepanuu doMTy3npPaHOM CHU3NIIOCh CPeHEee KONTMYECTBO
kposoTeuenuin 1o 0 B rof, y 9 (56%) n3 16 nauneHToB

He Habniopanoch KpoBoTeueHuin Bosce, ¥ 11 (69%) us
16 naumeHTOB He Habnopanocb CMOHTAHHbLIX KPOBO-
TeueHui. NobouHble adhdeKkTbl Npu Tepanuun uUTysm-
paHOM: MoBblILLIEHWe anaHuHaMUHoTpaHcdepass! (32%),
ronosHas 6onb (24%), spuTeMa Ha CTOPOHE MHbBEKLMH
(21%), apTpanrusa (18%). B 2017 r. y nauneHTa ¢ remo-
hunueit A, BKIIOYEHHOIO B UCCNERoBaHne ouTy3unpaHa,
Bbin BbIABNEH haTasbHbI TPOMBO3 BEHO3HOMO CUHYCA,
aCcCoLMMPOBaHHDBIN C Tepanuen KOHLEHTPATOM dhakTopa
VIl B nose ot 30-40 ME/Kr, B CBA3W C YEM UCMbITAHUS
BbIIM MPUMOCTAHOBIEHbI, HO NOCNE BBEAEHWUS HOBbIX
pPeKOMeHOaUmMin Nno Tepanuu KpoBoTeueHuin (orpaHu-
YeHWe MaKCKMarbHbIX 403 KOHLEHTPATOB (PaKTOpPOB M
npenapaToB LUYHTUPYIOLLEro AeNCTBUSA) Ha Npodounak-
TUYECKOM NeyeHun huTy3MpaHoM TPOMBOTUYECKUX
OCIOSKHEHMI He BO3HMKaso [35].

"eHHas Tepanusi obecneunBaeT BHEOPEHNE 3K30-
reHHon [HK B kneTkn yenoseka ana obecneyeHus
npomykuun HepocTalowero benka. NepBoHavyanbHbIN
Bapbep HE3(PHEKTUBHON AOCTABKM FEHETUYECKOIO
MaTepuana B KJIETKU- U TKaHW-MWLLEeHW npeogose-
BaeTCA NyTeM MPUCOEAUHEHUS BUPYCHbIX BEKTOPOB,
MOSTYYEHHbIX U3 BUPYCOB MIIEKOMUTAIOLLMX, KOTOPbIE
cofepaT MUHMUMarbHble BUPYCHblE MOCIiefoBaTesb-
HOCTU IMKOrO TUNa, a UX MaTOreHHbIe, PeMMKaTUBHbIE 1
CTPYKTYPHbIE BUPYCHbIE FeHbl 3aMEHEHbI TepaneBTnye-
CKOW FeHHON KacceTol. 3a npoLlefLune rofbl NepeHoc
FeHOB MeYyeHu in vivo ¢ UCNonb30BaHWEM afeHoac-
COLMMPOBaHHbIX BUPYCHbIX BekTopos (AAB) nokasan
HanbosbLLMe ycrnexu B AOKIIMHUYECKUX U KITMHUYECKNX
uccnenosanusax [36]. AAB nonyueHsl U3 AAB guKoro
Tuna 8, uneHa cemeiicTBa napeosupycoB. AAB gukoro
TMNa ABNAITCA HEMaToreHHbIMU U obnapaloT cnabbiMu
MMMYHOrEeHHbIMK CBOMCTBaMW, a TakXe HepocTa-
TOYHON PEnNIMKaTUBHOM aKTUBHOCTbIO. B cBA3M € 3TUM
L1 MX yCMeLIHoN pennukaummn TpebyeTtcs BcnoMora-
TenbHbIN BUPYC. B 2 0TAEMbHBIX KMMHUYECKMX UCCie-
posaHuax gasbl I/Il reHHoW Tepanuu Ha ocHose AAB
npu remochunum A B HacTosiLLee BpeMs coobLuaeTcs o
cTabunbHbiX ypoBHAX chakTopa VIl nocne opHokpaTHOM
BEKTOPHOW [103bl. 3TN UCCefOBaHUA OEMOHCTPUPYIOT,
YTO reHHas Tepanusa aensAeTcs 3PPEKTUBHBIM METOLOM
neyeHns B3POCHbIX NauMeHToB ¢ remodmnnmen A. Mpwu
remocpunun B B HacToswee BpeMms coobuiaetcs o
CcTabunbHOW 3KCnpeccun TepaneBTMUecKoro dpakTopa
IX nocne ofHOKPATHOrO NeYeHnsa C UCMOSb30BaHNEM
AAB. YunTbiBas yCTOMUMBOCTb SKCMPECCUM Ha AaHHbI
MOMEHT OKOJ10 6 NeT, BMOJIHE BEPOATHO, YTO reHHas
Tepanusa AAB npu remocomnnum B ByneT BecbMa ynobHbIM
TepaneBTUYECKUM BapuMaHTOM AN NauMeHTOB. AnbTep-
HaTueoW AAB ABRseTcA MHTerpauusa neHTueMpyca ans
neveHws peTei ¢ reModomnuein. Tepanusa nokasana cBoio
3PhEKTUBHOCTb B 3KCNEPUMEHTE Ha Mbilwax. [pepcrout
OLEeHUTb 3DPEKTUBHOCTL MHTErPALMM NIEHTUBMPYCA in
vivo [37]. Ha naHHblii MOMEHT npoxoanT BosibLLIoe KO-
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YeCTBO KITMHUYECKUX UCCIef0BaHWN FeHHON Tepanuu
npv reMocomnuax A v B [38].

B cBsizn ¢ BypHbIM pasBUTUEM TEXHONOMUN FEHHOWM
Tepanuu BOSHUKAIOT NPUHLMNNAMBHO HOBbIE BOMPOCHI,
KacaeMble 3hHEKTUBHOCTM M Be3omacHOCTU Takoro
BMOA JIeYEHMA: BO3MOXHO M MPOBOAUTb TEHHYIO
Tepanuio y nauneHToB C MHrMbuTopaMu, KakoBa Bepo-
ATHOCTb BO3HWKHOBEHUSI MHIMBUTOPOB Mocne Tepanuu,
Bonpocbl 6e3onacHocT (TpoMBo3bl, TpOMBOTUYECKAS
MWUKPOAHTMONaTus, NoTEeHUManbHOE KaHLeporeHHoe
LeiCcTBME), MOMKHO NV HauyaTb Tepanuio B LEeTCKOM
Bo3pacTe (MAeanbHO [O NEpBOro KPOBOTeUEHUs B
cycTae)? KpoMe TOro, noka TpyaHO CYAUTb O ANUTeSb-
HOCTW adpcheKTa reHHoi Tepanuu (NpoBoanTL BBEAEHUE
OMHOKPAaTHO WK TPEeBYIOTCH MOBTOPHbIE BBEAEHNS).

3AKJTIO4YEHUE

3a nocnepHue 70 neT NpoM30LLNN KOMOCCasbHbIE
M3MeHeHUs1 B NOAX0AaX, OLEHKe, OCTYNHOCTU Tepanuu
N KauyeCTBE KU3HWM NauMeHToB ¢ remocomnuen. Ecnu
M3HayanbHO peyb LiMa 0 TOM, YTobbl NauMeHT He norund
OT KPOBOTEYEHWS, TO TEMEepb BCe CWIbl HanpaBrieHbl Ha
TO, YTOBbI NOBLICUTb KAUYECTBO XMU3HW BONBHBIX reMo-
dunuei, coenaTb ux abCconiOTHO HE3aBUCUMbIMU U
MOSTHOMNPaBHbIMK ufieHaMu obulecTBa, YTobbl Takue
nmMyHocTH, Kak bappu Xopae, Anekc [oycetT, [keccu
LLipennep, He BbiMM UCKMIOYEHUSAMU U3 NpPaBuUm, U
Kaxnbli pebeHok, 6onbHOW remodunuen, Mor UMeTb

BO3MOXHOCTb XMWTb TaK e, Kak 1 0etn 6e3 gaHHoro
3abonesaHus. C BHegpeHWeM HOBbIX METOAOB fEYEHUS
ynanock fobutbea bonbLuoro nporpecca, Ho, Kak bbino
CKa3aHo paHee, «30M0TbIM CTaHAAPTOM» Tepanuu ocTa-
I0TCS! BHYTPVBEHHbIE MHADY3UM KOHLEHTPaTOB (PaKTOpOB,
KOTOpble MMEIOT LiEMbIA psf OrpaHUUEHU, CHUXAIOLLIMX
MPUBEPKEHHOCTb MaLMEHTOB TaKOMY BUAY JIeUEHUS.
HepnocTtaTouHbli KOHTpPOSb 3aboneBaHna NPUBOAUT K
MOBTOPHbIM FrEMapTpo3aM M B JaslbHEMLLEM K CTOMKON
apTponaTum NopaskeHHbIX cycTaBoB. OCOBHAKOM CTOUT
npobnemMa naumeHTOB C MHrMBUTOPaMM, y KOTOPbIX
CyLlecTBylOLan Tepanus KpawHe TAMKENo MNepeHo-
CMMa M Janeko He Bcerga ycneliHa. [osBneHne HoBbIX
npenapaToB C MPUHUMNWANbHO HOBbIM MEXaHW3MOM
nevcteua n bonee ynobHbIM NyTEM BBEAEHUS, a TaKxkKe
pasBUTME TeHHON Tepanuu Mo3BONAIT HAfeATbCA Ha
3HaUMTenNbHOe YNyylleHMe KayeCTBa KU3HWM Nauu-
EHTOB C remodounuei, ofHako TpebyloT TaTenbHOro
aHanv3a [oNroCPOYHbIX MOKasaTenen ahPeKTUBHOCTM
1 BesonacHocTy.

WCTOYHUK dUHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbW MOLTBEPAMNM OTCYTCTBUE KOH(DNMKTA WHTEPECOB, O
KOTOPOM HeobxoanMo CooBLLUUTb.
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