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MPCACTABJICHNN W HWHTCPIIPCTAIINHN 00BEKTUBHBIX JaHHBIX, TaKHX KakK BCCMI/IpHaSI
OpraHu3anusl 3PaBOOXPAHCHHS, MOKET ObITh OCOOEHHO BaXHO CTaHIAPTHU3UPOBATH
mnmpoocaypel M MCTOJO0JIOIHA CTAaTUCTHUYECKOU W COHHaHBHOﬁ HHTCPIIPCTAINN
3¢ (HEKTUBHOCTH CUCTEM OOIIECTBEHHOTO 3/I0POBBSI.
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AnHoTtanusi. B cratee paccmoTpeHa 3¢ ()eKTUBHOCTH BBEJACHHUSI KOHIICHTPATOB
daktopoB cBepthiBanus VIl u X B cranmapt nedeHus OONBHBIX TeMOGUIUEH.
HpOBC,ZIeH CpaBHHTCJIBHBIﬁ aHajiu3 HOBOro mceroaa JCUYCHUA HW IIPUMCHCHUA
KpI/IOHDGHI/IHI/ITaTa/ C3II 1o K IMHUYECKUM U COIMAJIBbHBIM KPUTCPHUAM.

Abstract. The article deals with the efficiency of the including blood-
coagulation factors VIII and IX into the standard of hemophilics' treatment. A
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comparative analysis of the new method of treatment and use of cryoprecipitate/FFP
clinical and social criteria was carried out.

KitoueBble cjioBa: reMopuins, KOHIEHTpaThl (DaKTOPOB CBEpTHIBaHUsA, 7
HO30JIOTHH.

Keywords: hemophilia, clotting factor concentrates, 7 Diseases.

['emo¢unust — HacIeCTBEHHOE 3a00JIEBaHUE, OTHOCSIIEECA K KOAryIomaTusM,
T.e. K IMaTOJOTHYECKUM TMPOIECccaM, CBSI3aHHBIM C HapYyIIEHHUEM CO CTOPOHBI
IUTAa3MEHHOTO TeMOCTa3a, OOYCIOBJICHHBIM JAePUIUMTOM (AKTOPOB CBEPTHIBAHUS
KpoBU. OCHOBHBIC KIMHUYECKUE TMPOSIBICHUS TeMOPUINM — O3TO KPOBOTCUCHUS
Pa3NUYHBIX JIOKAJIM3AlMi, OJHAKO dYale Yy TakuX OOJBHBIX BO3HHKAIOT
PELUANBUPYIOIINE TEMOPPATrUU B CYCTaBbl U MBIIIIBI, IPUBOASIINE K IOCTEIEHHOMY
dbopMHUpOBaHHUIO TeMOGUINYECKON apTpoIaTuu, CloCOOHOW OOYCIOBUTH HE TOJIBKO
CTOMKYIO YTpaTy TPYJIOCHOCOOHOCTH, HO U HAJOJTO MPUKOBATH MOJIOAOTO IMalUEeHTA
K MHBAJIUJHOM KOJISICKE.

KpaeyroiapHplM KamMHEM JiedeHUS TreMO(UIMU  SIBISETCS  3aMElIeHUe
neUIrUTHOTO (haKTOpa CBEPTHIBAHUS KPOBU. B TeueHWe MHOTHX JIET €IMHCTBCHHBIM
CPEICTBOM Tepamnuu OOJbHBIX TeMO(HIMEN SBISIACh CBEXKE3aMOPOKEHHas IIa3Ma
(C3II), k TomMy € OTHOCUTEIBbHO HeA(p(HEeKTUBHBIM, NOCKOJIbKY (aktopsl VI u IX
MPUCYTCTBYIOT B IUIa3ME JIMIIb B O4YeHb HEOONbIIMX oObeMax. (s Toro 4roOsbl
JeYeHne TeMoDWInu cTajo Mmo-HacTosmeMy 3(OQEeKTUBHBIM, TpPeOOBAJICS METO/,
MO3BOJISTIOIIUN KOHIIeHTpupoBath Gakrop VI u IX u3 mina3mei.

OTkpeITHE  KpHOIpEIunuTaTa O00eCrmedywio  BO3MOXHOCTh  JIOCTHUTATh
YAOBIETBOPUTENBHOTO TreMocTaTudeckoro ypoBHs daktopa VIII u ero moxHO
CUMTATh CTAPTOBBIM MOMEHTOM JJisi TMOCJEAYIOIIEro IMpolecca CO3JaHUus MHOTHX
KOHIIEHTPaTOB (haKTOPOB CBEPTHIBAEMOCTH KPOBH, OJIHAKO C €ro MPUMEHEHHEM
CBsI3bIBAJICS psif mpoOsem. Kaxawiii maker coaepkut okono 80 emuHuil daxropa
VIII, To ecth JjieueHue Mpesamnoiarajio BBeAeHUE OOJbIINX OOBEMOB Mpemapara.
Heo0xonumo XpaHuTh KPUOMPEIUIIUTAT B YCIOBUSAX IITyOOKOM 3aMOpo3ku (HUXKE 25
rpaaycoB Mopo3a). KpoMe Toro, nanHbie mpOAYKThl KPOBH HE MPOXOMAST BUPYCHYIO
WHAKTHBAITHIO.

B nauane 70-x rogoB XX Beka y4eHbI€ HAILIM CIIOCOO MOJIy4aTh KOHIIEHTPATHI
¢daktopa VIl u IX u3 kpuonpeuunurara. HoBblil MeTON JieueHUs OBICTPO 3aCITY>KHII
MpU3HAHUE TeMOMUINYECKOTO cooOmiecTBa. TpebyeMble s Jie4eHUsS OO0BEMBI
HEOOJIbIITKEe, YTO TOAXOMUT Jyisl nered. [Ipemapar MOXKHO XpaHUTh B JOMAITHEM
XOJIOMUIIBHUKE. DTO OTKPBUIO TEPCIEKTUBHI JIJISl MPOTPAMM JICUCHUS] HA JIOMY, YTO
ITO3BOJIMJIO OOJIBHBIM TeModuanel BecTr 6osee 0ObIYHbIN 00pa3 xu3Hu. [locemenus
OOJBHUIIBI CTAM MEHEE YaCThIMH, M JCTH Ha4Yalld XOJWTHh B MIKOJIY B HOPMAJIbHOM
peXUME, OT Yero BBIMTPATM M HUX poauTenu. [lomydaempie U3 JOHOPCKOW KPOBH
koHIeHTpathl GakTopoB VIII u IX ornruaroTcs Tenepb BEICOKON CTETIEHBIO OUYNCTKH,
U HET HUKAaKUX MPU3HAKOB TOTO, YTO OHHU CIIOCOOHBI Mepe/laBaTh KaKue-mubo U3 Tex
BHUPYCOB, KOTOPBIE paHbllle MPUBOAWIA K PA3BUTHIO OYEHb CEPbE3HBIX MH(PEKIUNA Y
OOJIbHBIX TeMOUITHEH.
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Heab ucciegoBanusi OLEHUTH KIMHUYECKYIO U COIMAIBbHYIO 3((HEKTUBHOCTh
JICYEHHUs TAlMEHTOB C TeMO(QuNed B 3aBUCUMOCTH OT MPUMEHSEMOTo Mperapara
(xpuonperumutat/C3I1 u koHIIeHTpaTH! PakTopoB cBepThiBanus VIII u 1X).

MatepuaJibl 1 METOAbI HCCJIEIOBAHUS

[IpoBeneHo oOcnenoBaHre U PETPOCTIICKTUBHBIN aHAIW3 JOKyMeHTauuu 127
ManyueHToB ¢ remodunuedr or 5 mo 18 mer (cpemmmii Bospact 11,0+0,4 mer),
HaOmonaBmuxcsi B lleHTpe neTCKol OHKOJIOTMH M TE€MAaTOJIOTMU. YUYWUTHIBAIACH
BBIPA)KEHHOCTh TEMOPPAruuecKoro CUHIPOMa, CTEIEeHb MOPaKEHUS WJIM MHTAaKTHOCTh
CyCTaBOB.

XapakTep TIeMOppParMyeckoro CHHApPOMAa ONPEIEIsUICS Ha OCHOBAHHUH
UCCIenoBaHus remocrasa. lccimenoBaHue CBIBOPOTKM KPOBH Ha HOCUTENBCTBO
BUpycoB renartuta C npoBoaAUIOCh UMMYHO()EPMEHTHBIM METOOM.

Pe3yabTarhl HCCJIEI0BAHUSA U UX 00CYKAECHHE

[IepByto rpynmny coctaBuiu 84 maiueHTa, JJisl JI€YEHUsS KOTOPBIX MPUMEHSIICS
kpuonpeuunurat (remopunus A) u C3II (remodunust B), Bo BTOpyto rpyIiny BOUUIH
43 yenoBeka, NOJy4YaBIINe KOHLEHTPAThI (pakTopoB cBepThiBanus VII/IX.

Y abcomorHoro OospmmHCTBA (98,8%) manMeHTOB MepBOl  IpyMIbI
HaOmonanca aedopmupytomuii octeoaptpo3 (JJOA) ¢ mopakeHMEM HECKOJbKUX
cyctaBoB y 77,4% OonbHBIX, TOTJa Kak BO BTopoil rpymme JJOA pa3Buics auuib B
7% cnydaeB B Bujie MoHoapTpo3a (p<0,05).

KonnuecTBO KpOBOTEUECHUN B TEYEHHWE I0Jla BO BTOPOM TPYIINE COCTABUIIO
0,7+0,2 na 1 manrenTa B roa npotus 24,9+1,1 B mepoii rpymre (p<0,05).

NudunmpoBannocts geteit  Bupycom rematuta C  1pu  OpUMEHEHUU
kpuonpeuunutata u C3I1I cocraBuna 48,8%. IIpu eueHnn xe BbICOKOOUUIIIEHHBIMU
KOHIIeHTpaTtamMu (akTopoB cBepThiBanus VIINIX unpuimpoBanue He MPOUCXOAMIO
— HM y OJIHOTO M3 MAIlMEHTOB BTOPOM TPYMIbl HE OOHAPYKEHBI AaHTUTEJIA K TEMATUTY
C (p<0,001).

[Ipy 5eyeHUM KPUONMPEUUIUTATOM M CBEXKE3aMOPOKEHHOM I1a3MOil ObLIO
HEOOXOAMMO [IIUTENIbHOE MpeObIBaHUE B CTAllMOHApE: 4YacTOTa TOCHUTAIU3ALUU
coctaBisia 12,3+1,14 cnyuyaeB Ha | yenoBeka B roa. 1Ipu BBeAEHUN COBpPEMEHHBIX
METOZIOB JiedeHUss remoduiauu (kKoHUEHTpaThl (akTopoB ceptThiBanus VIII/IX)
MOTPEOHOCTh B rocnutaigu3anuu cHuzwiach 10 0,02+0,02 ciyyas Ha 1 denmoBeka B
TO/I.

Cpenn manmentoB, npuMmeHstomux kpuonperunutat/C3I1 oOpa3zoBarenbHbIe
yUpexaeHus: mocemanu Toibko 23,8%, mpu mpuemMe KOHIEHTPaToB (aKTOPOB
ceepteiBanusa VIII/IX npaktuuecku Bce (95,3%) manueHTsl ¢ TeMOPHINCH Havan
rocemaTh AeTCKrue KOuIeKTuBhI (p<0,05).
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YactoTa pazeutua JOA y naumeHToB ¢ MHOULMPOBAHHOCTb BUPYCOM renaTuTa
remoduanei C

Puc. Yactota pa3BuTHS OCIOXKHEHUN y OOJIbHBIX TeModuiivel B 3aBUCUMOCTH OT
METO/1a JICUECHUS

BoiBoabI:
1. B pe3ynbTaTe cMeHbI IJIa3MEHHBIX MPENapaToB Ha KOHLIEHTPATHI (PaKTOPOB
ceepthiBanus VIl u IX kiuHuyeckas »>@QQeKTUBHOCTh JiedeHUsT OOJBHBIX

reMouiiiel B BUJEC CHUXKEHUS Pa3BUTUS TSOKENBIX apTponaTuid coctaBmiia 93%,
YMEHBIIIEHUE CJIy4aeB Te€MOPpPAaruyeckoro CuUHApoma B 25 pa3. Y MalUEHTOB,
MOJIyYaroU[MX HOBBIM METOJ JIEYEHUs YacTOTa BO3HUKHOBEHUS HWHTHOUTOpA K
daxropy cBepreiBanus VIII/IX yBenmunnace Ha 33%, HHOUIIUPOBAHHOCTH BUPYCOM
renatuta C cHu3miack Ha 98%.

2. Ha d¢one BbIcOKON KIMHUYECKOW AS(DPEKTUBHOCTH JI€YEHUS OOJBHBIX
remoduireit kouuentpatamu (akropoB cBepthiBanus VIII u IX mocemaemoctsb
JNETCKUX JOIIKOJIBHBIX YUYPEKIECHUW W IMIKOJ yBenuumiack Ha 292%, a wacrota
FOCOUTAIN3AMI MMAIlMEHTOB COKpaTuiaack Ha 98%,4T0 CBUIETENBCTBYET O
conraibHON A((HEKTUBHOCTH MPOBOAUMOI TEpPAIUH.

3. CnenoBaTensHO, BBEJICHIE HOBOTO METO/A JICUECHHUS B CTAHIAPT OMpPaBIaHO,
MOJIHOTO COOJIOJEHUSI COOMIOZCHUSI CTAHIaPTOB OKa3aHUS MEIMIIMHCKOW MOMOIIU
00JBHBIM reMopunuein
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