EURASIAN JOURNAL OF CLINICAL SCIENCES

EJCS, Vol 2, No 1 (2019)

O030pHas cTaThs
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KPOBOTeYEeHHUSAX Y 001bHBIX ¢ AepuuuTom pakropa X
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cemamaoiocuu U aKkyuepcmed CUHEKo10cuu

AKTYaJIbHOCTBH aJICKBATHOTO JICUCHHS Pa3IMYHBIX KPOBOTEUYEHHH y OOJBHBIX C KOAryJIOHNaTHAMH OOYCIOBICHO
HIUPOKUM PACIIPOCTPAHEHUEM 3TOTO COCTOSIHUS TIPH JeUIINTAaX Pa3InIHBIX (aKTOPOB CBOPAYMBAEMOCTH KPOBH.
Heabr0 KacTosmero HMccieIoBaHUS ObUIO WM3YUSHHUs pe3yJbTaTOB IPUMEHEHHs Iperapara MpOTPOMOWHOBOTO
KomImiekca OKrarieke y OONbHBIX ¢ JehuuToM X GakTopa 1 y OONBHBIX C TPUOOpeTeHHON (HOpPMOid reMOo(HITHH.
Martepuannl 1 MeTOabl HcciaenoBanus [lox HamuMm HaOmOAeHHEM ObUTO 27 OONMBHBIX JAeduiuToM (dakropa X.
Bce OonbHbIE ¢ pa3nuyHbBIME (hOpMaMH KPOBOTEUEHHSI HAXOAWIIMCH Ha CTAIIMOHOPHOM JICYEHUH W JTUCIIAHCEP HOM
HaOmoaeHnK B PecniyOinkanckoMm IieHTpe remoduiun rop. baky AsepOaiimkanckoi Pecriyonuku. VccnenoBanue
HUMENIO0 PEeTPOCIEKTUBHBIM Xapakrep. s OLEHKW TeMocTa3a ObUIM HCIONB30BAaHBI CIEAYIOIIUE MapaMeTphI
nabopaTopHBIX HcciienoBaHui: akTuBHOCTH (pakropoB kposu VI, VII, Xu ap, AUTB, 1Y, I1B, UHP, Bpems

kpoBoreuenus mo Li Uayt, hubpurores.

Kutouesble cioBa: nedenus, Okrariekc, gpaktop X

BBenenue. ®uznonorndeckuii pakrop X sABIAETCI
caMblM BaXXHbIM aKTHUBATOPOM MPOTPOMOMHA,
MPUCYTCTBHE €r0 B MPOTPOMOMHOBOMKOMILIEKCE
YCKOPSIET MpEeBpalleHne MPOTPOMOrHA B TPOMOHH.
Tsoxensiit nepunur dakropa X XapakTepeH s
FOMO3BUIOT M HAacleayeTcsi KaK ayTOCOMHBIN
peueccuBHbIM npu3Hak ¢ yacrotod 1:1.000.000 B
nonymsiuun  (H.H. Mamaea, C.M.Ps6os 2008).
'eTrepo3uroter ¢ dakropa X
BCTPEUAIOTCSA 3HAUMTENBHO 4Yalle W OOBIYHO He
HMEIOT TPOsBJICHWH KpoBoToumBocTH. (1,3,11)
[MarmenTsl ¢ TsokenbM nepunutoMm Qaxtopa X
(menee 1%) B oTiuumMe OT OONBHBIX C JPYTUMHU
dbopMaMu  peAKMX  KOaryjaomaTuu

a”HoMaJueun

UMEIOT
HaIOOoJIeeTHKENbIE MPOSBICHUS KPOBOTOYHBOCTH,
HauMHas ¢ Mmeproja HoBopoxaeHHocTH. Hambomee
YacThIMU  TPOSIBIECHUSIMU  3TOro  3a00JIeBaHUSA
SIBJIIFOTCSL KPOBOTEUEHHSI M3 CIM3UCTBIX 000JI0YEeK
(HOcOBbIe, JecHeBble M Jp). MeHHOpparuu
OTMEYaIOTCs y MIOJIOBHHBI KEHIIUH
PENpoyKTUBHOTO BO3pacTa. Y MAIMEHTOB C
yMepeHHbIM aepunutoB (akropo X (ot 1% mo
5%) KpoBOTEUEHHsI OOBIYHO BO3HUKAIOT B CBSI3H C
TpaBMaMHd  WIM  BO  BpeMs  OIEPaTUBHBIX

BMCIIATCIbCTB. HaHPOTI/IB, Jroou ¢ YPpOBHEM

dakrtopa X Bbiue 6% O0COOCHHBIX >KajloO Ha
KPOBOTOYHBOCTb HE MIPEIBSBISIOT, 3a
UCKITFOUCHHEM JIeTKOM CKJIOHHOCTH K
BO3HUKHOBEHHUIO TOBEPXHOCTHBIX CHHSKOB, W

BBISIBIISIIOTCS  OOBIYHO CJ'Iy‘IEIfIHO Ipu OOBIYHOM

nabopaTopHOM o0cienoBaHun Win npu
o0crienoBaHUN YJICHOB CEeMbH 00JIbHOTO
CTpaJaroller0o  KPOBOTOYHMBOCTHIO. Hedurur
dakropa X MO3BOJISIET 3a1oJ03pUTh
OJIHOBPEMEHHO BBISIBJIEHHOE Yy  OOJBHOIO

yauHeHuenporpomobunoro Bpemenn u AUYTB Ha
(dhoHE HOpMATILHOU KOHIIEHTpaIK (GUOPUHOT SHA.
OkoHYaTeNnbHBIA JAUArHO3 MOXKET OBIT MOCTaBJICH
TOJIbKO Ha OCHOBAHUU OMPEJeNICHUsI aKTUBHOCTU X
dakropa (3,5,6).

JledeHue MalMEHTOB C BPOXKJIECHHBIM ACPHUIIMTOM

dakTopa X OCyIIECTBISETCS HMHTUOUTOpAMU
bubpuHoIM3a (TpanexcamoBas KHCTIOTA),
cBexe3zaMopokeHHol — tmasmou  (C3II), B

HEKOTOPBIX CIydasx Jake IpU MHHUMaIbHOM
KosnyecTBe (akTopa X reMocraTudeckuit apdexr
OKa3plBaeT  pekoMOuHaTHBIM  daxktop  VIL
[Ipenapar Okraruiekc NpencTaBiseT AOCTATOYHO
HOBBIH, TMOKa pEIKO MPHUMEHSEMBbIH MOIXO0MA Ul
OCTAaHOBKM  KpOBOTEYEHHsT y  OOJNBHBIX C
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nepumurom X  daktopa u

WHTHOUTOPHBIM OCIIOKHEHHEM. Bmecte ¢ Tem 1o

IIalfMCHTOB C

pesyipTataM  JAaHHOTO  HCCJIEJOBAaHHA  OH
oka3bpiBaeTCcsi 3()(HEKTUBHBIM BO BCEX YKa3aHHBIX
cllydasix TIpUMeEHeHHs.YpoBeHb ¢aktopa X B
npegenax ot 10% mo  20%

JOCTAaTOYHBIM IJIA JOCTHIXKCHUA reéMocTasa JaKE€ B

CUHUTACTCA

ImocjeonepanmoOHHOM nepuoac.

MepHoJl TOJYXKHU3HU BBeleHHOro Qaktopa X

[Tockonbky

coctaBisieT 60 yacoB, €XKEIHEBHBIX TpaHCPY3Uil
penaparoB 3aMECTUTENBHOTO JICHCTBUSL HE

Tpebyerca. Camoe raBHOE, 4YTOOBI YPOBEHBb
¢dakropa X He cHumxkanca MeHee 10%. Hano
MMOMHHUTB, YTO CJIEAyeT n30eratb 0JHOBPEMEHHOTO
HCIIOJIb30BAHUS aHTUPUOPUHOIUTHUECKUX

CPEICTB ¥  MpEenapaTtoB  MPOTPOMOWHOBOTO
n30exaHue
TPOMOOTHYECKHIX HY>KHO
UCTIOJB30BAaTh C OCTOPOXKHOCTHIO y TAIMEHTOB C

3a00JIEBaHUEM II€YEHH, OOJILIIMMHA F€MaTOMaMU U

KOMIIJIEKCa. ITocnemnmue, BO

OCJIOKHEHHIA,

TpaBMaMH, y HOBOPOXKICHHBIX W TpH JeuInTe
anTuTpoMOnHa. Bo BpeMs GepeMEeHHOCTH YPOBEHb
¢dakxTopa X TOBBIMIACTCS, YTO MOXET 00ECICYHTh
Onmaromojydue B IOCJIEPOJOBOM IEpPHOAC Y
KCHIMUH C €ro  YMEPEHHBIM  JIeDUIIUTOM.
Haznauenue npemnaparos, cojepxamux Gpakrop X,
PEKOMEHJyeTCsT BBOJUTH Cpa3y TOCIE pOJIOB
KCHIMUHAM C €ro TSHKEIbIM Je(pUIUTOM, HO C

00Jb11I0i1 OCTOPOXKIOCTHIO (KOHTPOITb
mabopaTopHBIX  JAHHBIX) H3-32  BO3MOXKHOTO
pa3BUTHUA TPOMOOTUYECKUX OCIIO’KHEHUH.
[TaruenTs! ¢ ypoBHeMm ¢akropa X Bbime 10%, He
HUMEIoIIIe CUMIITOMBI BBIPAKEHHOU
KPOBOTOYHMBOCTH, OOBIYHO HE HYXKIAIOTCS B
3aMECTUTENIBHOM  Tepanmuu, 3a HCKIYEHUEM

CUTYalllH, CBA3aHHBIX, C IPOBEAECHUEM OOIINPHBIX
XUPYPrU4E€CKUX BMELIATEIbICTB.

IIpu oOcnenoBaHMM MALUMEHTOB  HEOOXOIUMO
YUUTBIBAaTh aKTUBHOCTH (hakTopa X. KnmHuueckue
NpOsIBJICHUsT OOJE3HH BeChbMa pPa3HOOOpPA3HbI H
MOTYT MEHATHCA Ha MPOTSHKEHUN KU3HU.

Tabmmna 1. Pacnpenenenne nanueHToB ¢
nedunuToM X (akTopa no Bo3pacTy U MOJy.

n-27
KeHmuael 7
MyKUuHBI 20
[TamuenTs! 10 16 et 10
[TaumenTs! BoIIIE 16 €T 17

Kak BuaHo m3 Tabmuibl o0cieI0BaHHbIE OOIbLHBIE
ObUIM B OCHOBHOM MyXckoro mnona (m-20) u
B3pociibie (m-17)

Tabauua 2. Pactipenenenre naieHToB C
nepunutoM X paxTopa 1Mo CTereHu THKECTH.

AxTtuBHOCTB X (hakTOpa

0-1% 1-5% BEIIIE 5%
22 3 2
Kak BugHo w3 Ttabmumibel 2, 00CIeIOBaHHEIC

OOJIbHBIE B OCHOBHOM ObUTH €
nebpunurom X  (dakrtopa (1m-22),
dakropa X 66110 MeHee 1%.

TAXCIIbIM
AKTUBHOCTb

Taoauma 3. Pacnipenenenne60abHBIX C

neUIUTOM X (hakTopa 110 BUIAM
KPOBOTOYHBOCTH.

HocoBrle 8
JlecHeBbIC 6
KenynouHo-KuIeyHbIe 3
DKCTpakius 3yOOB H Jp. XUPYPrUUYCCKUE 8
BMeEIIATE/IbCTBA

MarouHnblie 2
1| 27
Jlns  oOecrieyeHHMss TeMOCTa3a BCEM  BBIIIC
yKa3aHHbIM  MAI[MeHTaM  BBOJWIOCH  TOJBKO
npenapar  OKrariekc, KOTOPBIA  COJIEPKUT
daxtopsl cBepthiBanus kposu |l, IX, VII u X,

KOTOPbIE€ CUHTE3UPYIOTCS B MEYEHU C IOMOIIBIO
BUTaMHHA K, qaie Ha3bIBAIOTCS
HEaKTUBHPOBAHHBIMIIPOTPOMOUHOBBIM
KOMIUIEKCOM.

BBenenne »sTOoro nmpemapara  MOXeT — OBICTPO
KOpPPUTUPOBaTh  HApyLIEHUS  KOAryasiuu y
HAIMEeHTOB ¢ JEPUIUTOM OJHOTO MIIM HECKOJIBKUX
9TUX (PaKTOPOB.

Ta6auua 4. [Ipenens! neproia MOTyBBIBEACHUS U3
IUIa3MbI KPOBH:
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daxkropa IIepnon nomyBsIBEIEHUS
CBEpPTHIBAHUS

daxrop I 48-60 u

®axtopVII 1,5-6 u

@axrop IX 20-24 4y

®dakrop X 24-48 qacoB

Taoauma 5. Jlo3a ¥ JIATENHHOCTh Ha3HAYCHUS
npenapara OKTarjeke B 3aBUCUMOCTH OT (HOPMBI
KPOBOTCUYCHMUH.

[pubnusnrenbHas
DopMbI Jo3a (M Koo aeii
KpOBOTEUEHUS Okrarekc/kr
MacCHI TeJia)
Hocosrie 0,9-1,3 3 mHs
JlecHeBnie 0,9-1,3 3-5 nHei
Kenynouno Jlo
KHUIIIEYHbIE 1,6-1,9 crabnsanm
U COCTOSAHUSA
reMocrasa
Xupyprudeckue > Juned
>1,9 e©KETHEBHO
BMEIIATEILCTBA
ITIOTOM 4/11
IIo
Marounslie 1,6-1,9 cTabuIn3au
M reMocTasa
IIpumeuanue: Pa3oBas 103a He J0JDKHAA

npesbimeTs 3000 ME (120 mur Oxkrariekca). Beem
MalMeHTaM BBOJHWJIOCH TOJNBKO OKTaIrjieKC B
WH/IMBUYAJIHOH J103€ B/B OJTHOKPATHO B JICHb U B
JMHAMUKE C Ta00opaTOpHBIM KOoHTpoJieM. ['emMocras
00eCTeYyrBaIOCh MOJHOCTHIO.

Jlo3a W JUIMTEIBHOCTh 3aMECTUTEIILHOW Teparuu
3aBHCUT OT TSDKECTH HApPYIICHHS JIOKAIU3ALUU U

CTEIIEHM  KPOBOTEUEHUS U KIMHUYECKOTO
COCTOSIHUS.

KonuyectBO ¥ 4acToTy BBEAEHUS  CIEIYeT
BBIUUCIIATE  MHIUBUAYAIBHO U1 KaXJOro
nanueHTa. MHTepBangbl MeXAy BBEICHUSMHU 03
JOJDKHBl ~ OBITh  QJANTUPOBAHbl  PA3HOCTBHIO
MOJTYXKHU3HU (PAKTOPOB CBEpPTHIBAHUS KPOBH B
cocTaBe Okxkranuekca. Heob6xoumbie
UHIVBUAYAJIBHBIE  J103bI MOXXHO  OIpPENEIUTH

TOJIBKO Ha OCHOBAHUU PETYJIIPHOIO OIPEAEICHUS
akTUBHOCTH X (hakTopa MM oOIIero onpeaeaeHus
ypoBHel mpoTtomOuHOBoro kommiekca — (INR-
MEXTyHapoAHbIHKOQPULInEeHT HOpMaJTU3aluu
MHO-MexnyponHoe HOPMaJanu30BaHHOE
otnomenwue/ InternationalNormalizedRatio-INR)-

CTaH/IapTU3UPOBAHHAACHETEMA U3MEpPEHUs
IPOTPOMOMPOBAHHOTO BpeMeHU.MbI TaKXKe
npuMeHsuatnipenapat OKTamieke y OOJBHBIX ¢
nepunurom dakropa VIl m y 3-x OOMBHBIX C
npruoOpeTeHHOH (GOPMOH TeMOPHIUH, TTOIYYHIN
XOpOomui TremMocTtaTuieckuii 3PpQPexT, 0 KOTopom
coo0IM B CIIEMYIOITUX
nyonukanusx. [Ipumenenne npenapara OKTarieke
MPEJCTABIISIET IOCTATOYHBIA HOBBIM, MOKa €IIE HE
BE€3/I€  NPUMEHSEMbIA, HO  NEPCHEKTUBHBIN
TEpaneBTUYECKUd  MOAXOJ Ui  OCTaHOBKH
KPOBOTEUEHUN Yy TAalueHTOB ¢ Aepuiurtom X
dakTopa cBepThiBaHUA. B 4acTHOCTH, yKa3aHHBIH
npernapar okazaicsi AI(PQEKTUBHBIM BO  BCEX
CIIydasX MpUMEHEHUS.

Takum oOpa3om JiedeHHe OOJIBHBIX C JIe(UIIUTOM
dakropa X  1enecooOpa3sHO  MPOBOJHUTH  C
IPOTPOMOMHOBBEIM ~ KOMIUIEKCOM  IpenapaTtoM
Oxkrariekc. T.K. oOecrneuynBaer OBICTPBIA U
CTOMKUI TepaneBTUYEeCKHil 3PPEKT B CPaBHEHUM C
JeYeHreM Jpyrux uMeBmuxcu mpernapatoB (C3II,
TpaHEKCcaMOBasi KHUCIIOTa | JIp).
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