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Bpoxgenuvie u npuoGpementLie Hapywenus
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Femocdmnua - 3to HacneacTBeHHoe 3aboneBanune, nposBnAOLWEeCs HEAO0CTATOYHOCTLIO (haKTOPOB
csepTbiBaemoctu kposu VIl (remocpunus Tuna A) unm IX (tuna B). bonesHb umeeT X-cuenneHHbii TMn
HacnepoBanua (puc. 1). Takum obpasom, noaasnsiowee 60NbWMHCTBO 60/1bHBIX reModuaneit - My>XXcKoro nona
(y HeKoTOpbIX AeBO4YeK MOTYT NOABAATLCA CUMNTOMbI).
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Ecnun mamMa nepeHocumk remodunum,
a nana 3gopos
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50%, uTo cbiH byaeT 6oneH reModunuen
50%, 4YTo [oYb 6yAeT NepeHOCHMKOM reHa.

Y HeKoTopbIX Ao4epelt MoryT NpoABNATLCA
CUMITOMBI

Ecnv nana 6oneH reModunven,
a MaMa 3gopoBa
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Hu y ogHoro cbiHa He 6yaet remodunum
Bce goyepu 6yayT nepeHocUMKaMu reHa.
Y HeKoTopbIX jouepelt MoryT NPoABNIATLCA

CMMNTOMBI

Puc. 1. CxeMa HacnegoBaHUA remopunmu

CornacHO aMKUeMUONOTMYECKUM JAHHBIM
Bcemuproit pegepanyn remodumun (The World
Federation of Hemophilia - WFH), pactipoctpa-
HEHHOCTDb 60JIe3HN B CpefHeM cocTasyser 10-14
cny4aes Ha 100 Toic. my>xuuH. CrefyeT oTMe-
TUTD, 4TO, KPOME HaC/IeICTBEHHOI! IIepeiauy reHa
reMouIMy, BOSMOXKHA CIIOHTAHHAS MyTalLys,
10 HEKOTOPBIM CTOYHMKAM, 00YC/IOB/IMBAIOLIAS

5o 30% ciny4daeB 6omesun. Oxono 70-80% Bcex
cny4daes 3ab0IeBaHMA COCTABIsAET reModumns
TUIIA A, IIPU KOTOPOIf HAOMIOZAeTC s CHIDKEHME
axtusHocTH dakropa VIII (DVIII), 6-13% - re-
Modumus Tuma B (BcecTBIe CHIOKEHNUS AKTUB-
Hocty dakropa IX - OIX).

B 3aBMCHMOCTY OT aKTHBHOCTH (paKTOpa CBEp-
THIBAHMUSI KPOBM BBIfIEMSIIOT 3 CTENEHN TSKECTH
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remodunuu. HopManpHBIM CYUTAIOT YPOBEHD
aKTUBHOCTH (aKTOpa CBEPTHIBAHISI KPOBU OT 50
mo 150%. IIpu Tsaxenoit popme remodummn (ak-
TVBHOCTD (pAKTOpPA CBEPTHIBAHISI KPOBY COCTAB-
nser <1%), Kotopas auarHoctupyercs y 60-70%
6O0NbHBIX, BOSHMKAIOT CTIOHTaHHBIE KPOBOTEYe-
HJSL, ITIABHBIM 00pasoM B CYCTaBBI M MbIIIEYHbIE
TKaHu. [emodunus cpenneit TsxecTu (AKTUB-
HOCTb (aKTOpa CBEpPTHIBAHUA KPOoBU — 1-5%)
XapaKTepMU3yeTCs CUIbHBIMY KPOBOTEUEHM MM
IpY TPaBMaX, XUPYPrUIeCKMX BMEIIATebCTBAX,
TaK)Ke BO3MOXKHBI CTIOHTaHHBIE KPOBOTEUEHN .
IIpu nerkoit popme 60me3Hn (AKTUBHOCTD (ak-
TOpa CBEPTHIBAHMSA KPOBH — 5-40%) CU/IbHBIE KPO-
BOTEYEHVI BOSHMKAIOT B CTy4ae CePbe3HbIX TPaBM
WV GOJIBIINX XVPYPrIUYECKIX BMELIATE/IbCTB.

Io oKa/MM3aLMy KPOBOVS/IMHUIL Y ITALIEHTOB
¢ reMoGuIel JOMUHUPYIOT FeMapTposbl (70-90%),
TeMaTOMBI, 3KXMMO3bI (10-20%), peske BCTpedaroT-
cs10 — apyrue nokanusanun (5-10%) u KpoBoTede-
HJA B LIEHTPa/IbHOI HEPBHOIL crcTeMe (MeHee 2%).

IIpu BepieHMM TALEHTOB ¢ reMOQyIINel epes
BpPAavOM CTOMT 3a/jada OCTAHOBUTb KPOBOTEUeHME
Y IPeOTBPATUTD ero peluuBsL JJo HacTosAero
BpeMeHH I7TIaBHBIM METOJIOM JIedeHN s TeMOUIU
OCTaeTCst 3aMeCTUTE/IbHAS TePAIINsI COOTBETCTBY-
IOIIVM JieGUIUTHBIM aKTOPOM CBEpPTBIBAHNA.

Cormnacro pexomeHpanusam WFH, Boigendmor
CTIeRyIolye BaPUAHTBHI ICYeHA:

v/ 9KCTpeHHas Tepamlus — Je4eHNe OCTPBIX
COCTOSTHUI;

v npodumakTuIeckoe nedeHe — mepBUYHasI
¥ BTOpMYHAA NIPOPUNTAKTUKA;

v IOMallTHee JIeYeHNe;

v/ IOMalllHee Jie9eHNe «II0 TPeOOBAHMIO;

v/ opromefuyeckas peKOHCTPYKTUBHAA Te-
panus;

v Xupyprudeckoe jgedeHue;

v dusnotepanus u nedebHas GPUIKyIbTypa.

B Mupe nepBuyHas mpoduIaKTIKa ABISETCS
OCHOBHBIM HAIIPaB/IeHUEM TepAIN Y IAL[HeHTOB
o 17 met. Y B3pOC/IBIX MAL[EHTOB TIpeobIasaeT
Tepamnus «Io TpeboBaHMIo». IIpuBepKEHHOCTD
K YKa3aHHOMY BIJy TepAINI YACTUYHO 0OYCIOB-
JleHa IIpo6neMaM, CBA3aHHBIMY C BEHO3HBIM JI0-
crynoM. [IpoBefieHe IPOQUIAKTIIECKOTO Tede-
HIA JaeT BO3SMOXKHOCTb MIUHUMM3IPOBATh MHBa-
TMAM3ALMIO TAIMEHTOB ¢ TeModuIMelt UM BOBCe
usbexarb ee. Haunmnaercs npopumakrudeckoe
JledeHe MOCTIe TIePBOr0 reMapTpo3a B paHHEM
JileTCKOM Boapacre. IIpu TsKenmoM TedeHun 3a60-
JIeBaHUA PEKOMEH/YeTCs MPOJO/DKATD IedeHIe
KaK MOYKHO JOJIbIIIe BHE 3aBUCHMOCTHU OT BO3pa-
cTa. BHefpeHue npoduIaKTU4eCKOTO JIeYeHUA
HI03BOJISIET IALVIEHTAaM C FeMOQVIIIEN )KUTD IO/
HOLIEHHOU! XXM3HBIO U M30€XKaTh MHBATUANSALIUIL.

o 1960-x Tof1oB A1 ne4eHus OONbHBIX Te-
ModuINelt NCIIONb30BaN LIeIbHYI0 KPOBD UM
3aMOpPOXXeHHYI0 I1asmy. [lo3aHee mOABUIUCD
KPUOMPEIUINTAT, a 3aTeM — NTUOPUIUIUPO-
BaHHbBIT KOHLleHTpaT PVIII, uTo cymecTBeHHO
YIPOCTUIO JIe4eHNe MALINEHTOB C TeModuinet
A.Tlocne BHefipeHN A AMATHOCTUYECKUX TECTOB
Ha Bupycsl renatuta C u uMMyHoxeduuuTa de-
JIOBeKa HAaYa/Iy MCIIONb30BATh BUPYCUHAKTUBI-
posanHbIli koHLeHTpaT OVIIL, a k1oHupoBaHue
resa OVIII uaMLMMPOBAIO NOAB/IEHNE IEPBOTO
pexombunantHoro OVIII. C HakomneHueM
HOBBIX 3HAHUIT pa3paboTaHbI HOBbIE MTPENapaThl,
B YaCTHOCTY MHTMOMTOPHBIE KOMIIJIEKCHI, pe-
koMbyHaHTHBI pakTop VIla (PVIIa), paxropsr
C MIPONOHTMPOBAHHBIM IIEPUOJIOM HONMYBbIBE-
JieHS, YTO MO3BO/ISIET YMEHBIIUTD YaCTOTY X
BHYTPUBEHHOTO BBefjleHusA. CerogHs aKTUBHO
U3Y4aITCSA BO3SMOXKHOCTHU MCIIONIB30BAHUA MO-
HOKJIOHQ/IBHBIX aHTUTE]I ¥ TeHHBIX [PerapaToB
B nedernn 6onpHbIX remodunmeit (Franchini M.
etal., 2013; Berntorp E. et al., 2012).

Il 3aMeCTUTEIbHOI TepaIuy UCTIONb3YI0TCA
I/Ia3MeHHbIE 1 PeKOMOMHAHTHbIE GaKTOPBI CBep-
ThIBaHNA. HecMOTpsA Ha TPOJHYI0 BUPYCHHAKTHU-
BALMIO I/Ia3MEHHBIX (PAKTOPOB CBEPTHIBAHMS,
PUCK Iepefadn IeMOTPAHCMICCUBHBIX MH(eK it

W.P. FapToBCKan

(B wacTHOCTY, IPUOHOB) OcTaeTcs. Kak mnasmen-
HbIE, TAK ¥ PeKOMOVHAHTHBIE (GAKTOPBI CBEPTHI-
BaHMA BbI3BIBAIOT BOSHUKHOBEHNE MHTUOUTOPOB.
O6e rpynisl NMEIT TaKye IPeNMyIecTBa, KaK
BO3MO>KHOCTD MICIIONIb30BaHMA B OMAIIHUX YCIIO-
BUAX, TOYHBIIT TOJO0P H03bl. OfHAKO B CITydae
IPVIMeHEHNS PeKOMOMHAHTHBIX (aKTOPOB CBep-
THIBaHNA TIOTHOCTBIO OTCYTCTBYET PUCK IIepefaunt
reMOTPaHCMICCUBHBIX MHEKIVIT U eCTh BO3MOX-
HOCTb TIO/TyYeHM I HeOTPaHNIE€HHOTO KO/IIYeCTBa
npemnapara. Tak, HarpuMep, IpM UCIONb30BAHUN
I/Ta3MeHHBIX (PaKTOPOB CBEPTBIBAHMA B Ka4eCTBe
IpOdMIAKTIYECKOTO IeIeHNs TeMO(IUINN s
OIHOTO IMallyieHTa ¢ MacCcoi Tenma 75 Kr Ha 1 rof
Tepamuy B CpefHeM He0OXOAMMO IpousBecTy 1237
3a60pOB HOHOPCKOIT KpoBy 110 700 MII [i/14 IONy-
yeHns 866 n nnasmsl (Burnouf T., 2007). B sTom
acreKTe BO3MOXKHOCTD ITPOU3BOJICTBA PeKOMOU-
HAHTHBIX (JaKTOPOB CBEPTHIBAHMS MMeET HOIIb-
IIoe 3HaueHMe.

CornacHo fanabIM WFH, BbIfIeNIAI0T 4 rpy bl
0XMIaeMbIX IOC/IEICTBIIA [/1 AL[VIEHTOB B 3aBJ-
CMMOCTH OT KOMYECTBA MEKAYHAPONHBIX ef-
Hut (ME) OVIII Ha aymry nHacenenus. [Tpu <1 ME
OVIII oxupaeTca coKpaleHne TpOROIKUTENb-
HOCTM XXV3HU ManyeHTos, npu 1 ME - coxpane-
Hite T06049HBIX 3 (PEeKTOB, IPUBORSAIINX K COLIU-
anbHOM Aesafantauun, npu 2-4 ME BosMoxxHO
IIpOBefieHIe HaflTIeXallero JIeYeHNs Peli1BOB,
I/IAHOBBIX ONEPATMBHBIX BMEIIATEIbCTB U BTO-
PUYHOI IPOGUIAKTUKY IIOPAXKEHNUIT CYCTABOB,
upu 5-7 ME - nepBu4HO mpoQMIaKTUKA 1 MH-
ByK1yuy uMMyHHoit TonepantHocty (Evatt B.L.,
2002). B 2018 rony B Ykpante 3adpUKCHUPOBAHO
1,13 ME ®VIII Ha gyury HaceneHus, YTO ABIAETCA
KPUTUYECKY HU3KMM YPOBHEM.

CaMbIM TAXKeIbIM OC/IOKHEHNEM, CBA3aHHBIM
C TedeHIeM reMoGUN, SIBIAETCS 06pa3oBaHe
unru6uropa xk GVIII/OIX. [Tpu aTOM cocTOAHIM
00pa3yIoTcs aHTUTENA, KOTOPble IPUKPEII-
forcsa K OVIII unu OIX u HeitrpanusyoT nubo
HOJaB/IAIOT €ro CIIOCOOHOCTb K OCTAaHOBKE KPO-
BoTedeHM . KNMHMYeCKN 3TO IPOAB/AETCA OT-
CYTCTBMEM OTBETA Ha CTaH[APTHOE JIeueH1e KOH-
IieHTpaTaMy paKTOPOB CBEPTHIBAHILA, UTO JIeIaeT
3aMeCTUTE/IbHYIO Tepalnio HeaddeKTUBHOIL.

Oxomno 99% cnyyaes 00pa3oBaHNsA MHIMOUTO-
POB IIPUXOANTCA HA TeMOUIINIO A, OCTabHBIE —
Ha remodumnio B. (Jlosrroe Bpemst c4MTanoch, 4To
pu remodunnn B unrnbutopst Boobie He BO3-
HUKaIoT.) B cooTBeTCTBUM C amupeMmonornye-
ckumu fanHeiMu WFH unrnéuropayto popmy
reMounuy nMeoT 0kono 20-30% maneHToB
C TAXENbIM TedeHUeM 6ome3Hy u o 3-5% -
CO CpeRHeTsDKeNbIM. VIHrubuTopsl 06pasyrorcs
B cpepHeM nocrte 50-150 seepenuit GVIIL Cnenyer
OTMETHUTb, YTO PUCK BOSHMKHOBEHMA MHIUOUTOpA
BBILIE Y IAIIVIEHTOB C OTATOIIEHHDIM a/17IeprojIory-
yecknM aHaMHe30M. Hanboree yacto mHrnO6uTOp
pasBuBaetcs B IepBble 50 AHelt BBefieHMs paKkTopa
U TIOCTIe MHTEHCUBHOM Tepanmy Ipu XUpyprude-
CKOM BMeIIATeNIbCTBE, Yallle — Y AeTell, 03TOMY
nepey IpOBeJieHNeM XUPYPrU4ecKoro edeHns
TAIMeHTa C TeMO(UIINElT BaXKHO OIIPefeNTh ypo-
BeHb MHTMOUTOPA, HATIPYMMEP C TOMOIIIBI0 Tabopa-
TOPHOT'O TeCTa CMEIINBAHNA TITTA3MBI.

B cBsi3u ¢ HeaPeKTUBHOCTHIO 3aMECTHUTEND-
HOII Tepanuy GaKTOpaMIy CBEpPTHIBAHMSA TAKTUKA
BeJIeHN s MAIMeHTOB ¢ MHIUOMTOPHOI BopMoit
3a00/1eBaHMsI KapAMHAIBHO OT/INYaeTcs. Y ma-
IIIE€HTOB C HU3KUM TUTPOM MHTHOUTOPA KPOBO-
TedeHUe MOXET ObITh KYHMPOBAaHO BBefleHIeM
KOHIIeHTpara (akTopa B 103aX, IPEBOCXOAAIINX
CTaHJapTHBIE B 3 pasa (MHAYKINA UMMYHHOI
tonepantHocTu - ITI-Tepanns) (ypoBeHb f0-
kasarenpHocTy IIIB). B orcyrcrBue addexra
He0OXOAMMO MpUMEHeHIe IPernapaToB MYHTH-
pytouero feiictByuA. OcTaHOBKa KPOBOTEUEH NI
y HAaLMEeHTOB C BBICOKMM TUTPOM MHTMOUTOpPA
IOJIXKHA MPOBOAUTLCA TONBKO MpelapaTaMu
IIYHTUPYIOIIETO AeICTBYUA: aHTUMHIUOM TOPHBIM
KOATy/IAHTHBIM KOMIIJIEKCOM M/IM aKTUBJMPOBaH-
HbIM pekoMbuHaHTHBIM OVII (3mTakor anbda).
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Puc. 2. PacnpocTpaHeHHOCTb NpuobpeTeHHON remodunum
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MosABnAloTCA B OTBET Ha 3aMecTUTEsNbHYI0 Tepanvio OVIII
MonHocTbio NogaenAlT akTreHocTL OVIII

AyToaHTUTENa = TUM 2 UIHTMBUTOPOB —
MpuobpeTeHHan reModunua
PazBuBaloTcA BHe3arHo

YacTtnyHo noaaensoT aktueHocTb OVIII

-
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AnnoaHtutena = n 1 uHrMbuTOpoB — BporkaeHHas reMopunus

J

1. Y. Sakurai, T. Takeda. J Immunol Res. 2014; 320674
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Puc. 3. Tunbl uHrubutopos kK OVIII

Kpome HacrencTBeHHON reMOGUINN, B KU~
HMYeCKOlT IIPaKTUKe BCTPedaeTcs IpruobpeTeH-
Has reMoQuINA — CIOHTAaHHO pa3BUBalOLleecs
ayTOMMMYHHOe 3a060/1eBaHe, TPUINHOI KOTO-
poro ABnAerca GopMMUPOBaHUE HTOKMPYIOLINX
anturen k OVIII ceproiBarns kposu (Knoebl
P. et al., 2012). PacupocTpanenHocTs 3a60meBa-
HUA coCcTaBndeT 1,5 cnmyyas Ha 1 M/IH HaceneHus
B rof (puc. 2).

KpoBoTeueH1s MEIOT MHOII XapaKTep, 4eM IpK
HaCTIefICTBEHHOI TeMOQIINM, 0OBIYHO BOSHUKAIOT
crioHTaHHO. [Ipn npnobperenHo reMopumnn
KPOBOTEYEHNU I BOSHMKAKT Yallle B OAKOXHOII
YKMPOBOIT KJIeTYaTKe, KOYKe, MBIIIIIAX, )KeTyI0YHO-
KMIIEYHOM TPAKTe, peXxe pasBUBATCS TeHM-
Ta/IbHBIE, PETPONEPUTOHEATbHbIE KPOBOTEUECHNMS,
KpoBouamuAHuA B cycTaBbl 1 fip. (Collins P.W. et
al., 2007; Delgado J.1. et al., 2003). IIpno6peTeH-
Has reModunus B 50% c1ydaeB accOMMpPOBaHa
C PAZIOM COCTOSHMIL: ayTOMMMYHHBIMU 6071e3-
HSIMU, 37I0Ka4eCTBEHHBIMI HOBOOOPAa30BaHMSIMIL,
3a00/1eBaHIAMI KOXKI, TUIIEPIYBCTBUTEBHOCTBIO
K JIeKapCTBEHHBIM ITperapaTaM, 6epeMeHHOCTDIO.
[IpubmsnTensHo y 18% sxeHIuUH nprobpeTeHHas
reMoQUINsI ACCOLUMPOBaHA C 6ePEMEHHOCTHIO
U Pa3BUBAETCA B II0C/IEPONOBOIL 1epuoy Ha 3-150-¢
CYTKHU B BUJIe MACCHBHOTO KpoBoTedeHus. [k
PacIpoCTpaHeHHOCTH IPUOOPETEHHOI reModu-
UM IPUXOAMTCS Ha Bo3pacT 69-80 1et, HO cpeant
KEHIIVH [IATOIOTUSA TAKXKe YaCTO BCTPeYaeTcs
B geropopHoM Bospacte (Collins P. et al., 2010;
Borg J.Y. etal,, 2013; Scharf R.E. et al., 2011; Zeitler
H. etal,, 2010; Knoebl P. et al., 2012; Green D. et al.,
1981; Morrison A.E. et al., 1993).

Brigensior 2 Tuna uarubutopos x OVIII
(puc. 3). Anmoanturena (1 Tum) HabmogaOTCS
y HAIMeHTOB C BPOX/EeHHOI reModuneit. Itu
anTurena uHaktupupyroT OVIII ¢ nuneitnoi
CKOPOCTBIO, CBA3AHHOI C UX KOHIIeHTpalue,
U MOTYT MONHOCTbI0 yrHeTaTh OVIII npu BhI-
COKMX KOHILIeHTpanuaAx. AyToanTurena (2 Tum)
BBISIB/ISIIOT Y TALMEHTOB C IPUOOPETEHHOI Te-
Moduneit. OTH aHTUTEIa UMEIOT HeMHEeHBII
MHIMOMpyomuii npodub, pasBUBaIOTCA BHe-
3amHo 1 yacTuuHo yraeraor OVIII (Sakurai Y.
etal., 2014).

TepaneBTnyeckas TaKTUKa MpYU IPUOOpeTeH-
HOIT reMOM/INM TIPeCTIeAyeT ABe Lie/Mi: OCTAHO-
BUTb KPOBOTeUeHMe (B CTTydae OCTPOro KPOBOTe-
JeHNs, TpeOylllero BMelaTeNnbCTBa) U yeTpa-
HUTb MHTHOUTOPSI (cpasy mocie BepudmKanum
nguarxHosa npuobperenHnoit remodunnn). Ins
OCTaHOBKU KPOBOTEYeHM A UCIONb3YIOT PEKOM-
6unanTHbl OVIla, aHTUMHIMOUTOPHBLIT KOM-
ekc, npemaparsl OVIII (mpu HusKOM ypoBHE
uHTn6MTOpa). [TocmegHAA ONUMA B JaHHOM
HepevHe UMeeT HEBBICOKYI0 9 (PeKTUBHOCTD,
U BO BCEM MMpe BpadM OTHAIOT HpefIoYTeHne
pexkombuHaHTHOMY OVIla, KOTOpHI ABNACTCA
6oree HaJIe>KHBIM METOJOM JAOCTIDKEHMA TeMO-
cTasa. IpafguKanus UHTUOUTOPOB OCYILIECTB-
NAeTCA 3a CYeT UMMYHOCYTIPECCUBHON Tepanum
(mpesHM30/I0H, pUTYKCUMab, a3aTUONPUH).
He meHee BaXHBIM TaKKe SIB/IAETCA JeYeHNe
OCHOBHOTO 32607IeBaHNUA.

CeropHs Ha apMaleBTIYECKOM PBIHKE aK-
TUBUPOBAHHBIN PeKOMOMHAHTHBI HaKTOP

3H0PRQB S YKpaiHu

koarynsunu VII snrakor anbga npencTaBieH
npenaparoM HoBoCeBen® (komnanus Novo
Nordisk). JlekapcTBeHHOE CPECTBO UCIIONb3YETCS
[1A1 JIeYeHNsT KPOBOTEUEHMIT U MX TPOPUIAKTUKY
TIPY XUPYPIUYECKMX BMEIIaTeNbCTBaX MO0 Ipu
APYTUX MHBAa3MBHBIX NIPOLEAYPaX y MallUEHTOB
C BPOX/IeHHOII TeMO(MINell ¢ ypOBHEM MHTHON-
topoB K OVIII ym OIX >5 BU m160 BblparkeHHOM
peakuueit Ha BBefieHne OVIII nmn GIX B anam-
Hese, IPUOOPETEHHOI TeMOIITIENt, BPOXKIEHHBIM
meduiroM pakropa VII, rpombacrennest [maHu-
mana c antutenamu K GP IIb-I1Ta n/wm HLA n pe-
3UCTEHTHOCTBIO K [IePeNMBaHIIO0 TPOMOOLINTAPHOI
Macchl B IPOLINIOM 160 B HACTOAILEE BPEMSL.

[Ipenapat HoBoCeBeH® mpuMeHseTCA B Ha-
yanpHoN fo3e 90 Mkr (4,5 KMO) Ha 1 Kr Macchl
Te/a Kakjble 2-3 4 10 JOCTIDKEHNUA TeMOoCTasa.
IIpy HEOOXOJMMOCTHU HPOJOIIKEHNS IEIEH IS
ocre focTikenns 3¢ eKTUBHOroO reMocTasa
BBeJleHMe OBTOPAIOT depes 4, 6, 8 unn 12 4
(B 3aBHCHMOCTH OT KIMHUYECKOI CUTYALNMN).
[lanbHeriiee medeHne MOXeET OBITH 11e7eco0bpas-
HBIM JI/I TPeJJOTBPaleHN TOBTOPHOTO KPOBO-
TedeHus. [laHHAsA cXeMa JIeYeHNU s NpefiCTaBIeHa
B COOTBETCTBUM C MHCTPYKIIMel K IPMMEHEHNIO
npenapara HoBoCeBeH B YkpanHe.

ﬂ,oua3aTeanaﬂ MeaAUUUHa

Ha ocHoBe Perucrpa MOHUTOpUHIA Ay TOAHTHU-
TeJl y HALMeHTOB C IpHoOpeTeHHOI reMoumest
OBI/IO TPOBE/IEHO MPOCIIEKTUBHOE KOHTPOIUPY-
eMoe UCCrIefjoBaHMe, B paMKax KOTOPOTo IIpoa-
Ha/IM3MPOBaHbI JAHHBIE O PACTIPOCTPAHEHHOCTH
U TedeHuu 6ome3Hu, accoyuanuyu reMmoduann
C IpYyTMMM TIATONOTUYECKUMIU COCTOAHMAMM,
a TAKJKe pe3y/IbTaThl IeMOCTATIIECKO Y SpajiuKa-
LIOHHOI Tepamuu y 82 6onbHbIX. Bospact 6omee
% TalueHToB cocTaBnAn >70 net, okoao 50%
cny4aeB reMoGuny ObUIH CBSI3aHBI C [PYTUMU
3a007eBaHNAMY, 46% NAIMEHTOB [OMYYa/Ii FeMOo-
CTaTHYecKyIo Tepanuio pekombnHaHTHEIM PVIIa,
y 81% 13 HUX KpOBOTedeHNUe ObIIO KYINPOBAHO
um yMenblreHo (Borg J.Y. et al,, 2013).

Taxoke 6b11 IpoBefieH aHamu3 Perucrpa O6-
I[eCTBA MCCIefOBaHMit reModunu u Tpomb0o3a
U IPYTUX UCTOUYHMKOB, KOTOPBII BKIIOUNI JaH-
Hble 139 manuneHToB u 182 snusofa KpoBoTeye-
Hus. [Ipu HasHaueHnu pekombunantHoro VIla
B KauecTBe IepBOil TMHUY Tepaluu JedeHne
651710 3 beKTUBHBIM B 95% CiTy4aeB, BO BTOPOIt
ymuHuK — B 80% (Sumner M.J. et al., 2007).

Takum o6pa3om, Npyu MOKO3PEHUM HA Ma-
TO/IOTHI0 TeMOCTa3a He0OX0AMMO IPOBECTH
MCCTIelOBAHN A, BKIIOYAIONINe ONpeaeneHne
YPOBHA PAKTOPOB CBEPTBIBAHUA B KPOBU
¥ ypoBHA MHrH6uTOpa. Ilpn nnaHupoBaHun
XMpPYPIrU4ecKOoro BMelaTelIbCTBA Y MalMeH-
TOB C HapyIIeHNeM IreMoCTa3a [enecoobpasHo
co3[laHNe MYIbTUAUCIUIINHAPHOI I'PYIIIBI
¢ BKTI0YeHIeM IeMaTo/Iora.

ITpnobpeTeHHasA reMoUINA BCTpedaeTcsA
ropasjo yame, YeM FMarHOCTUPYeTcs, I MH-
(opMupoBaHHOCTD Bpayell MOMOKET COXpa-
HUTb HACTOPOXEHHOCTh B OTHOIIEHNII 3TOTO

3aboneBaHmI. @_




