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I'EMOOUIINA

Tun HacnepoBaHUA peLecCUBHbDbIN,
cuensfieHHbIN C NOJIOM



CylecTBY€ET TpU THIIA TEMO(PUINM, KOTOPHIE OTIIMYAIOTCS (PAKTOPOM CBEPTHIBAHUS,
OTCYTCTBYIOIIIMM B KPOBHU:

1. 'emodunus A (kmaccuueckas reMmouins)

oOycnosineHa aeuuutoMm pakropa VIII anturemodunbroro rmoodynuHa (AI'T)
cocrasiseT 70 - 80 % ot Bcex ciiydaeB 3a00JICBaHUS.

2. I'emounus B (0one3nb Kpuctmaca, poxiecTBeHCKas: 00J€3Hb)CBI3aHa C
neduuutom daxkropa [X.

coctaBiseT 6 -13% oT Bcex cirydaeB 3a001€BaHUSA

3. I'emounus C (bone3np Po3enTans)

cBs3aHa ¢ aedunurom XI gakropa.

I'en remodunun C pukcupyercs Ha U xpoMocome, 3a00JIEBaHUE ayTOCOMHOE,
OOJICIOT IEBOYKH U MAJIBYMKH, BCTPEYACTCA B TETEPO- U TOMO3UTOTHOU popMax.
[omo3uroTHast popMa OpoTEKAECT OOJIEE TAKEIO.

4) remopminst A + B — oueHb peakuil BapuaHT (4actora BecTpedaeMocTu 10 1,5%)
couetanHoro aedunnta paxkropos VIII u IX.




CuMIITOMBI reMO(UINN

[ToBbIlIEHHAS KPOBOTOYMBOCTb:

NIEPBBIN BapUaAHT: NPOSIBISECTCS NJIUTEILHBIMU U OOUJIBHBIMU KPOBOTECUCHUSIMU
Ja)ke MpU HEOOMBIINX MOPE3axX U APYTUX MOBPEKICHUSAX KOKHOIO MOKPOBA;
BTOPOM BapHAHT: BHAYAJIE KPOBOTCUCHUE OCTAHABIMBAECTCS KaK y 3J0POBOTO
YeJIOBEKa, 3aT€M OTKPBIBAETCSI BHOBB (Uepe3 2-5 4acoB).

['eMaToOMBbI 1 KPOBOU3IUAHUS HA OHE HE3HAYUTEIbHBIX YITUOOB U IPYTUX
TpaBM. HanmpuMep, BHyTpUCYCTaBHOE KPOBOU3IUAHUE (TEMAPTPO3): MPH ETO
YaCThIX 3MU304aX PA3BUBACTCS XPOHUUECKOE BOCITAJIEHUE B CYCTaBaX,
MOCJIEACTBUEM KOTOPOTO MOXKET CTaTh HAPYIIEHUE UX MOJABUKHOCTH.
[TonkoKHbIE, MEKMBIIIEYHbIE, 3A0PIOIIMHHBIE TEMATOMBI B PE3YJITATE
Pa3JIMYHBIX XUPYPTUUECKUX BMEIIATEIIHCTB.

KenynouHo-KUIIEUHbIE KPOBOTEUEHUS (MU reMO(PUINUA MOTYT OBbITh
CIIOHTaHHBIMH, HO YaCTO 00YCJIOBJICHBI IIPUEMOM IpenapaToB, BhI3bIBAIOIIMX
MOSIBJICHHUE 3PO3UH (MOBEPXHOCTHBIX MTOBPEXK/ICHNI) HA MOBEPXHOCTH CIU3UCTOMN
000JIOUKH JKEITyIKa).

['emarypust (BbIAETICHUE KPOBU C MOYOM ).

OOuJIbHBIE KPOBOTEUYECHHUS B PE3YyJIbTaTe CTOMATOJIOTHYECKUX TTPOLIETYP
(HampuMep, yaajaeHue 3y0oB).




Mo craTucTuyecknm AaHHbIM YacToTa Haubonee xapakTepHbIX
OCJ10)KHEeHUN reMmopurnium coctaBnseT:

remapTpo3bl - 70-80%,
rematypusa - 14-30%,
BHYTPUMbILLEeYHble remaTombl - 10-20%,

XXenyao4yHo-KULleYHble KpOBOTeYEeHUs -

KPOBOU3JNIUAHUSA B LLEHTPaNbHYI0 HEPBHYIO
cucrtemy - 0o 5%.
















FemaToma y femaToMa y pebeHKa
HOBOPOXAEeHHOr 0 nocrie BbINOJSIHeHUs

pebeHKa UHbeKLuU










CTEIIEHD TAXKECTD
3ABOJIEBAHUAI.

ComiacHo nanaeiM BO3, ny1s1 remoduiinu A/B CylliecTByeT TpH CTETIEHU
TSKECTHU 3200JICBAHUS:

e Tsxenas: ypoeHb ¢akropa VIII(IX) ve mpessimaert 0,1%;
* cpeaHeit Tsokect: ypoBeHb (haktopa VIII(IX) ot 1% 1o 5%
« sierkas: ypoeHb (akropa VIII(IX) ot 5% no 30%

B Hopme aktuBHOCTH (haktopa VIII wim [X coctaBisier ot 50% mo 100%.




Cryrenernm TsixecTs aSonesarnma

HopmanoHbLIW

Yposernns axTopa
cEepTmMBaemocTy VI sanmmm IX
sanm I1X: SO - 1509

JNMerxans dopma remodrmnem
Yposernns daxTopa
ceepTMBaemocTws Vil

manm IX: S - 0%

Cpegras opma remmodrmnmem
Yposens axTopa
cEepTBMBaemocTws Vil

mam I1X: 1 - 596

Taxmxenas dopma remodPrmnmm
Yposens axTopa
cEepTBMBaesamocTws Vil

mam 12X srvMHO mennese 19

nemcrinLia Ky

O Eceammpusacse O s Uiy reamoSemmn, 2005 ¢




[Tpu3Haku reMmoHINN Yy HOBOPOKICHHBIX

Ecnu y HOBOpOXKIEHHOTO peOCHKa JI0JT0 HE OCTAHABIMBAETCS KPOBOTCUEHHE
Y3 IIYTIOBUHBI U UMEIOTCA TEMATOMBI HA TOJIOBE, SITOJINIAX U MMPOMEKHOCTH,
HEO0O0XOAMMO C/IaTh aHAJIM3bI Ha HalnuKe remouinuu. K coxanenuto,
IpeJicKa3aTh POXKJIACHUE peOeHKA ¢ TeMO(uiIneil Ha CErOAHSIIHNUMN JCHb
HEBO3MOKHO. CyIIECTBYIOT METO/Ibl IPEHATAIBHOM (JI0POIOBOIA)
JTAArHOCTHUKH, HO OHU HE ABJIAIOTCS IIUPOKO PACIPOCTPAHEHHBIMU BBUY UX
CII0)KHOCTH. Eciiu B ceMbe y MallbduKa UMEETCS TeMO(DUIIHS, TO €r0 CECTPHI
SABJISIFOTCSI HOCUTEISIMU T€HAa FeMO(UIIUM M 'y HUX MOTYT POAUTHCS JIETH,
0osibHBIE TeMOuInen. [ToaToMy cemMeliHbIii aHaMHE3 UMEET OTPOMHOE
3HAYEHUE B POTHO3E POXKICHUS IETEU, KOTOPbIE MOI'YT CTpaaarh JaHHBIM
3a00JIeBaHUEM




JIMATTHOCTUKA TEMOOUIINUAU

JI1s1 TMarHOCTUKH TeMO(MHUIINHI UCTIOIB3YIOT
TaKHe J1a00paTOpPHBIE METO/IBI:

-OIPEICJICHUE KOJIMYECTBA (DAKTOPOB
CBEpPTHIBaHUS B KPOBU

-OIPEICIICHNE BPEMEHN CBEPTHIBAHUS KPOBH
-KOJIN4Y€CTBO (PMOPUHOTEHA B KPOBU
-TpoMOMHOBOE Bpemsi (TB)
-ipoTpoMOUHOBBIN MHACKC (ITTH)

-MEXIyHAPOTHOE€ HOPMAJIM30BAHHOE
orHouienue (MHO)

-aKTUBHPOBAHHOE YaCTHYHOE N
TpombomacTuaoBOE BpeMs (AUTB) Ny

-MuKCT — AUTB




[Ipy HanmuKu reMoQUINK OTMEUYAETCSA YBEJIUUCHHUE CBBIIIE HOPMAJIbHBIX
3HAYEHU CJIEAYIOIINX MOKa3aTeei: BPEMEHH CBEPTHIBAHUS KPOBH,
AKTUBHUPOBAHHOIO YaCTHYHOTO TPOMOOIUIACTUHOBOTO BpeMeHu (AUYTB),
TpoMOHUHOBOTO BpeMeHU (TB), Mexxa1yHapOoTHOTO HOPMAJIM30BAHHOTO
orHomeHus: (MHO). Takxe HaOIr0MaeTCd YMEHBIICHNE HUKE HOPMATBHBIX
3Ha4eHMUH MpoTpoMOnHOBOrO uHaeKkca (I1TH), HoO HopMmanbHBIE 3HAYCHUS
MUKCT — AYTB n xosmmuectBa puoOpuHOreHa. OCHOBHBIM MOKa3aTeleM,
XapakTePU3yIIUM reMopuinio A u B sBiseTcs yMEHbIIICHHE
KOHIICHTPALNHU WA AKTUBHOCTHU (PAKTOPOB CBEpTHIBaHUS B KpoBH, VIII— mpu
remopuinuu A u [X — npu remodpunuu B.




JIEHEHUE

Iesu JieyeHusi: OCTAHOBKA KPOBOTECUCHHUS HA PAHHEM JTarle, IPEAOTBPATUTH
TOBPEXKACHUE MATKUX TKAHEU WJIM MACCUBHBIA TEMapPTPO3.

HemenukamMeHTO3HOE JiedeHHEe: PEKHUM OOIIMM, TPY reMapTpo3e -
MOJYIIOCTENbHBIN, TUeTa - cToi Nell.

MeaukamMeHTO3HOE JiedeHue (3aperucTpupoBannbie B PK, KypcoBbie u
CYTO4YHbIE 103bI, 0€3 ()OpPMBbI BbIIIYCKA)

Jledenue reMoriInu MpyU THKEIIBIX TeMapTPO3ax, KPOBOTCUECHUSX TTOCTIE TPABM
U yiajeHus 3yOoB 00s13aTesibHO cTalimoHapHoe. [Ipenaparsl (hakTopoB
CBEPTHIBAaHUS BBOMSTCS 3 pa3a B Henelto rpu remopuwinu A (pakrop VIII) u 2
paza B Hegento npu remodunun B (paktop [X) uz pacuera 25 — 40 ME/kr
MaccChl Tejaa 00JIBHOTO.




BapuaHT remopparumn

Heob6xoaumbin ypoBeHb
c¢akTopa Vlll B nnasme

[lo3a KOHUeHTpaTa aHTUreMousibHOro
rmobynuHa

[lecHeBble kpoBOTEYEHUS, BonbLUne
NOAKOXHbIE reMaToMbl, remopparumn nocne
He3HaunTENbHOW TpaBMaTM3aLmm, NosiBreHne
NpeaBECTHMKOB remapTpo3a, NpopesbiBaHne
3y60B, HOCOBOE KPOBOTEYEHME MNpU
OTCYTCTBMM 3hdhekTa aHTUPUOPUHOMNNTMKOB,
npegynpexneHne KpoBOTEYEHNN BO BPEMS
aKTUBHbIX (PU3NYECKNX YMNPAXKHEHUN.

lMoyeyHble mMakporematypusi bonee 2-x CyTok

CcopmurpoBaBLUNECS OCTPblE FreMapTpo3bl,
BHYTPUMBbILLIEYHbIE rEMATOMbI, KDOBOTEYEHUS B
POTOBYIO MOSIOCTb MOCHE MNPUKYCbIBaHUS,
TpaBMaTu3auus, Manble Xupypruieckue
BMelLaTenbCcTBa (B TOM Y1cne
cToMaTornorm4yeckue).

lemopparuu B LIHC, B TOM Yncne
BHYTpMYepenHble, reMopparny B GpIoLLHyo
NonocTb, MHOULMPOBAHNE KPYMHbIX reMaTomMm,
KKT kpoBOTEYEHUSA, TOH3UITAKTOMMS, TPaBMbl
ronoBbl

OGLNpPHbIE XMPYpPrUyYeckne BMeLLATeNbLCTBA, B
TOM Yucne opToneanyeckne

20-40%

20-40%

30-60%

80-100%

okono 100%

20 ME/kr. Yepes 12-24 yaca cneayeT BBECTU
NMOBTOPHO TaKyo e A03Y, ECIIM COXPaHSAETCA
KpPOBOTEYEHME.

20 ME/kr/cyT. Ecnu coxpaHsieTcsa KpoBoTeHEHUE, Yepes
12-24 yaca crniegyeT BBECTM MOBTOPHO TaKyHo e J03Y.
WHoroa cnegyeT Npofomnkntb Tepanuio B ykazaHHOW A03e
0o 3-5 cyToK.

15-30 ME/kr. Yepes 12-24 yaca crnegyet BBECTM NOBTOPHO
TaKyo XXe 403y, Mpy reMapTpo3ax Unmn ecrnm CoxpaHseTcst
KpOBOTEYEHME NCMNONb30BaTh TaKyto e J03UPOBKY Yyepes 48
Y.

MepBas go3a — 50 ME/kr.
MoBTopHas gosa — 40-50 ME/kr. 3atem 4epes kaxabie 8-12
Yy B TEYEHME HecKonbknx aHenm 25-40 ME/kr*.

[o xupypruyeckoro BMeLwlatensctea — 50 ME/kr. B TeueHne
OBYX OHEN He pexe YeM 2 pasa B CyTKM MCMONb30BaTb 403y
40-50 ME/kr, a 3aTem npogosmkaTtb fle4eHne KOHLEHTpaTamm
B go3se 25-40



OOPMVIIA PACUETA PASOBOMU JIO3HI

1. ®Dopmyna pacyeTta pa3oBOU A03bl NPU TXKeNnon opme
remocpunuum A:

X=Mx0OYx0,5;

2. Popmyna pac4yeTta pa3oBoun A03bl NMPU cpeaHen U nerkoun
dopmax remochunum A:

X=Mx (OY-WNY) x0,5;
roe X — no3a KOHUEeHTpaTa AN OAHOKPaTHOro BBeAeHUs;
M — macca tena 6onbHoro remocdpunuen;

OY - oxnpaembin ypoBeHb (%) koarynaumoHHoro dakrtopa Vi
nocrie BHyTPUBEHHOro NPUMeHeHUs1 KOHLEeHTpaTa;

UY — ncxogHbin yposeHb (%) koarynsuumoHHoro c¢pakropa VIl go
NPUMEHEeHUA KOHLUeHTpaTa.




JIEHEHUE ' EMAPTPO30B

JleueHue nMpoBoAUTCS BBEICHUEM Kpronpenunurara gakropa VIII
20 EJI/xr - npu Jierkoit TpaBMe, 0€3 KIMHUYECKUX MTPOSIBIICHUN;

30 - 50 EJI/kr - npu ocTpoM reMapTpo3e

JIIUTEeILHOCTD JICUeHUS 3 - 5 THEeH

JI71 yMEHBIIICHUSI KPOBOTCUEHUS MOKHO TTOAHATH KOHEYHOCTD, MPUI0KHUTh
€], TIOJBECUTH C TTOMOILBIO OABI30K 1 HUMMOOUIN3UPOBATH ( C TOMOIIBIO
OHMHTOB M IIIHH ).

doHodope3 ¢ rTUAPOKAPTU3OHOM, Kypcamu 110 10 ceaHcoB, 3 - 4 Kypca B TO/I.

Jlns mpemoTBpalieHus aTpo@un 1 KOHTPAKTyp HEOOXOAUMO paHO HAYaTh
Ie4eOHy10 (PU3KYIBTYPY.

ApTpoleHTe3a o BO3MOKHOCTH U30€raror.




IIPEITAPATDI

HoBocegen (Vila) - pekoMOMHAaHTHBIN Mpenapar, BbIMYCKaeTCs (UPMOit
HoBonopauck ([lanust). OcobenHocThio pakTopa Vila siBiisieTcst To, 4TO
OH JICWCTBYET TOJIbKO B MECTE MOBPEKACHHUS, IOCKOIbKY AKTUBUPYET
daxTop X u Xa, mociie 00pa3zoBaHUs KOMIIJIEKCA C TKAHEBBIM (PaKTOPOM
MuHyst paktopsl VIII u [X. TTokazaHus MU K €ro MPUMEHEHUIO SABJISFOTCS
uHruouTopHsie popmsl remopuwiinu A u B. Knuanueckuit a3ppekt nociie
npuMeHeHuss HoBoceBeHa HaCTynaeT HEMOCPEACTBEHHO TMOCIIE
BBEJICHUS.

Konnenrparts! pakropa VIII, Ummynar (bakctep - CIIIA), npenaparbl
dakropa [X, npenapar ®eiida TUM 4 Ummyno (bakctep - CILA),
PexomoOunar (bakctep - CIIIA) — pekoMOMHAHTHBIEC HpEIaparhl,
MOJTYYEHHBIE ITyTEM TMOPUIOMHOM TEXHOJOTHH.




INPUHIMUIIBI IUCITAHCEPU3AILIUHU

JlucriancepHoe HaOMIOAEHUE 32 IEThbMU C TeMODUINEN OCYIIECTBIAECT YUaCTKOBBIN
neauaTp v Bpad-remaroiior 1 pa3 B 3 Mecsia B nepuoj peMuccuu. B neprog o6ocTpeHus
(BBIpaXEHHBIX KIMHUYECKUX MPOSIBIICHUIN) — TOCHUTAIN3AIMUSA B CIICLIUATIBHOE OT/ICIICHUE.
[Ipu 3TOM HEOOXOUMO TIATEIHLHOE HAOIIOICHUE CMEXKHBIX CIEIUATIUCTOB (OpTOIE,
XUPYpr, cTomaToJior, HeBpoJor, JIOP-Bpay, nicuxosior) — 1 pa3 B 6 MECSIIEB; €KEMECIUHO
OAK; xoarynorpamma 1 pa3 B 3-6 MecsiiieB; OMOXHMMHUYECKUM aHAJIU3 KPOBHU
(mporeunnorpamma, AJIT, ACT) 1 pa3 B 6-12 Mecsi1eB ¢ LEIbI0O CBOEBPEMEHHOTO
BBISIBJICHUS I€NAaTUTOB, TPU3HAKOB AHEMUYECKOTO CUHIPOMA; MEIUKO-TEHETUYECKOE
koHCyJbTamus. [Ipy oOHapykeHUHU remnaruTa rnokazaHa ero akTUBHAs Tepariusl.

M CKIIIOYNTENHHO BaXKHBIM 3B€HOM JICUCOHBIX U peaOMIUTALIMOHHBIX MEPOIIPUITHMA
SBJISICTCS TICUXOJIOTUYECKas alaTalus U peaOuInTalus; ColaabHas aJanTainus u
npodopueHTalMs; OpraHu3alus 00y4eHUs] POAUTENICH OOJIbHBIX J€TEH METOIMKE
AKCTPEHHOI'O BHYTPUBEHHOI'O BBEJCHMS I'€MOCTAaTHYECKUX IIpernapaToB MPH IEPBHIX
pU3HAKaX KPOBOM3JIUSHUS B CYCTaBbl WM TPaBMax; 00eCIIeYEeHUE POIUTEIICH ITUMHU
npernaparamu. BakHa Takke opraHuzaliiys yCJIOBUM ObITa, KOHTPOJIb 32 UTPAMU U
3aHATUAMU, TPO(PUIAKTUKA TpaBMaTHU3Ma.




B nepuon peabunuranuy noka3aHbl JeueOHas (GU3KyIbTypa, MacCax,
(hu3noTEpaANIeBTUUECKOE I€UCHHE CycTaBoB ((poHODOpE3 C
TUAPOKOPTU3OHOM); CaHAIIUs 0YaroB XpOHUYECKOM MH(PEKIINH; SKCTPAKITUS
3y00B. I111aHOBBIE U AKCTPEHHBIC XUPYPTrUYCCKUE BMEIIATEIHLCTBA
npeaycMaTpUBacT IMPeABAPUTEIbLHYIO MOATOTOBKY T€MOCTATHYECKUMHU
npenaparaMy M KOHTPOJIb KOaryJorpaMMbl B CIICIIHAIN3UPOBAHHBIX
OTJICJICHUSAX; aKTUBHYIO IPO(DUIAKTUKY KapHueca.

[Ipu remopuiii MPOTUBONIOKA3aHbI: BHYTPUMBIIIICYHBIE UHBEKIIHNY;
npoHIaKTUYECKUE TPUBUBKH, KPOME peaKMu MaHTy U IepopaibHON
BaKIMHALINK; 3aHITUS (PU3KYIBTYPOU B OOIIEH IPyIINe, HO CIEAYET
3aHUMAaThCS IO OOJIETYEHHOM MPOrpaMMme.




[TIPOOUNJIAKTHUKA

IIpodunakTuyeckoe Je4eHUE 3aKII0UACTCS BO BHYyTPUBEHHOM BBEICHUU
KOHIIEHTPATOB (JaKTOPOB CBEPTHIBAHMS JJIs MPEAYIPEKICHUS KPOBOTCUCHHUIM.

[{esb mpoHIIAKTUKH: TIEPEBECTHU THKEIYIO (PopMy remodriinm B
CPEOHETSHKENYI0, IOCTUTHYB MUHUMAJIBHOTO YPOBHS JepuIMTHOrO (hakropa >2%,
a B HEKOTOPBIX CIy4asX U B JETKYIO - > 5%, 4TO MO3BOJIUT NPEIYNPEIUTH
pa3BUTHE FeMO(PUINYECKOU apTpONaTuH, YMEHBIINTh YaCTOTY 00OCTPEHUN U
PHCK Pa3BUTHUSA TSKEIBIX OCI0KHEHHH (YPOBEHb YOCIUTEILHOCTH JI0KA3aTEIbCTB
A). IIpenapatbl BBOAATCA 3 pa3a B HEACHIO IIpyu reModuianu A u 2 pa3za B HEACIIO
npu remoduiun B u3 pacuera 25 — 40 ME/kr maccel Tena 00JIbHOTO.

I[J'II/ITGJ'IBHOCTB HpO(l)I/IJ'IaKTI/I‘IGCKOI‘O JICUCHUA 3aBUCUT OT H€O6XOI[I/IMOCTI/I
IMOAACPKaHUs CyCTaBa B PCIKHUMC reMOCTaTU4YCCKOM 3allIUThI 1 XOPpOLICTO
(I)YHKI_II/IOHEUII)HOI‘O COCTOAHUA U 3aHUMACT OT HCCKOJIBKUX MCCALCB 10O
ITOKN3HCHHOTIO.




JIMTEPATYPA

http://www.hemophilia.ru — caiit Bcepoccuiickoro ooiiecTna
remopuinuu

http://gesher.info — undopmanus qyist gereit 00JIbHBIX TEMODUIUEH U
UX POJIUTEIIEN

http://ott.ru/ru/clinic/prenatal — HUMAI um. JI. O. Orra PAMH.
JlaGopaTopus peHaTalIbHON JUarHOCTUKU

http://hemophilia.uz — caiit ¥Y306ekckoro oo1ecTBa reMmopuaInu







