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Cnncok cokpaueHmii

AYTB — akTHBMpOBaHHOE YACTHYHOE TPOMOOIIIIACTHHOBOE BPEMS

AUVKK — aHTHHHTHOUTOPHBIH KOAryJisHTHBIA KOMIIIIEKC

BK — BpeMs KpOBOTEUEHHS

XKKT — xenyno4HO-KHIIEYHBIH TPaKT

KITK — KOHIEHTpaThl MPOTPOMOMHOBOTO KOMIUIEKCA — OTHENBHBIC Ipenaparbhl M3 TpYyNIb
B02BD no ATX xnaccudukanum): #baxkropst ceprbiBanus kpod II, VII, IX u X B
KOMOHHAIMH [TpoTpoMOHHOBHINA KoMIuiekc]** u #bakrops! cBepTeiBanus KposH II, IX u X B
koMOMHaIMu** (BHE 3apErMCTPUPOBAHHBIX MOKa3aHmil it gAereil — 3¢dekTHBHOCTE H
6e30MacHOCTh HEJOCTATOYHO U3YUEHB])

HIIBIT — HecTepoHAHEIE IPOTHBOBOCHAIUTENBHEIE M IPOTHBOPEBMAaTHYECKHE IIpEIIapaTel

I1B — npoTpoMOHUHOBOE BpeMsi

PHCK - penkue HapyIeHHs CBEpTHIBAHHS KPOBH

C3I1 - cnexcézamopox(eﬂﬂaﬂ miasMa

T® — TkaneBoil daxrop

TB — TpoMOHHOBOE BpeMs

[{HC — nentpansHas HepBHast CHCTEMaA

FII — ¢axTop cBeprrIBanus KposH 11

FVII — paxrop cBeprriBaHus KpoBH VII

FVIII - ¢ak Top ceeprriBanus kposu VIII

FIX — dakrop cBepTrIBaHUs kpoBH X

FX — akTop cBepThIBaHMs KpoBH X

ISTH — Mexaynapoasoe OfmectBo 1o TpomGo3y u I'emocTasy

rFVIla - snTakok ansda (akTuBHpOBaHHEIN)* * (dakTop cBepTHIBaHHs KpoBHU VIIa)



TepMHHBI M OnpeJe/IcHUSA
BoJaesns Crioapra-Ilpayspa — nedunur dakxropa ceproiBanus kpoeu X.
I'eMapTpo3 — KPOBOH3NHAHHE B IOJIOCTH CYCTaBa.
I'emaToMa — OrpaHHYEHHOE CKOIUIEHHE KPOBH IPH 3aKPHITHIX M OTKPHITHIX NOBPEKIACHUAX
OpraHoB M TKaHeil C Pa3pbIBOM COCYAOB, B pe3yNbTaTe uero obpasyercs 10JIoCTh, COAepxKaIas
KHMIKYIO WM CBEPHYBIIYIOCS KPOBb.
I'emaTypns — Hanuuye SpUTPOLUTOB B MOYE CBEPX QH3HOIIOTHYECKUX HOPM.
I'emocTaTH4ecKast TepanuA — TEpalus, HanpaB/leHHast HA OCTAaHOBKY KpOBOTE€UEHHS.
I'unonpoxoxHBepTHHeMHSA — AehuuuT pakTopa cBepTHIBaHUA KpoBH VII.
I'mnonporpombunemus — nedpuuur dpaxropa ceeprhiBaHus KposH II.
JucnporpoMOnHeMHus — QyHKIIMOHANBHAA HEJOCTATOYHOCTD (hakTopa CBEpThIBaHUA KpoBH II.
KoaryionaTus — HapyleHHe B CBEpTHIBaltoIeil CUCTEME KPOBH.
®dakTop cBepTHIBAHMA KPOBH — OeNoK, cojepxaiuiics B Iula3Me KpOBH M TpPoMOOIUTaX,

y4JacTBYIOIIHH B CBEPTHIBAHUM KPOBH.



1. KpaTkas undopmauus no 3aéo1eBaHHIO HIH COCTOSIHHIO (rpynmne

3200/1eBaHHii HJIH COCTOSIHHIA)

1.1 Omnpenenenne 3aboneBanusi niau_ cocrosnusi_ (rpynnst _3abojeBanuii niau

cocTOostHM i)

HacneacrBennbiit aehuuuT daxropa CBepPTHIBAHHSA KpOBH II

(runonporpoMOnHeMusn) - remMopparuueckoe 3aGo/IeBaHue, XapaKTEPU3YIOMIEECs CHIDKEHNEM
AKTUBHOCTH MNPOTPOMOMHA B IUIa3Me, BO3HUKAIOUIMM BCIEACTBHE TEHETHUECKUX JEEKTOB,
00yCNaBIMBAIOIIMX  KONMYECTBEHHBIE  (TMIONPOTPOMOMHEMMS)  HIM  KayeCTBEHHBIE
(nucnpoTpoMOuHeMus) HapyeHus paktopa ceepTeiBaHus kposu 11 (FII).

HacnaeacrBennblii aepunuT daxropa CBePTBLIBAHHSA KpoBH Vil
(rumonpoKoHBEPTHHEMHNI) - TreMopparuueckoe 3aboJieBaHHE, BO3HMKAIONIEe BCIEACTBHE
reHeTHdeckn 00yCIOBIEHHOTO CHIKEHHUsT akTHBHOCTH (akTopa ceepThiBanus kposu VII (FVII)
B IJIa3Me.

Hacnencrennslii qepuuur daxropa cBepThiBaHHs KpoBH X - reMopparnieckoe
3aboneBanye, BOZHUKAIONIEE BCIEACTBUE TEHETHYECKH OO0YCIOBICHHOIO KOJHYECTBEHHOTO MM

KauecTBeHHOro JAedexra FX, npusozmsmero k cHiwkeHuio aktupHocT FX B mnazme [1].

1.2 DTHonorus M nartorenes 3aboneBanust_uaM_cocrosnus (rpynnsl 3aboeBannii
HJIM cOCTOSTHHiH)

K penxum napymenusM cBepTeiBaHus kpoBn (PHCK) otHOcAT MOHOreHHbIE
KOaryJionaTuy, BBI3BaHHBIE NeUIHTOM IUIa3MEHHBEIX GEJIKOB, YYacTBYIOIMX B remocrase, He
oTHocsuMecs K Oonesun Bumnebpanna u remodunuu A wmm B. PHCK Brmouator
HacNeICTBEHHEEe AeQUUUTE WIM aHoManmuu ¢ubpuHorena, nporpoMbuna (¢axropa II),
daxropos ceepreiBanus kposu V, VII, X, XI, XII, XIII. Bce 3T1 HapyiueHus B NMOAABIAIOMEM
GONBIIMHCTBE CIIydaeB NPHBOJIAT K HapymeHHusIM ¢popmupopanus ¢pubpuna [2].

ITpuunnamu paseutus PHCK sBnsaiorcs, Kak NpaBHIIO, PELlECCHBHOE HacieloBaHHE
YHHKQJIBHOTO HApyIUeHMA MM PENKUX HYKJICOTHAHHX H3MEHEHHH B reHax, KOIMPYIONHX
KOaryJUMOHHBIE (akTopsl, WIM B Oenkax,  HEOOXOAMMBIX I IOCTTPAHCIALHOHHEIX
mMomudukauuii nanHbIX paxropo. PHCK nanbGonee pacnpocTpaHeHbl B STHHYECKHX IPyNMax, B
KOTOPHIX TIPHHSATHL ONM3KOPOACTBeHHBlE Opaku, BcaeacTBMe Oonblleil  BepOSATHOCTH
TOMO3MTOTHOTO HOCHTEIHCTBA JiepeKTa reHa.

Ony6nuxosannbie onucanus PHCK 10 HenaBHEro BpeMEHH HCTOPHYECKH COCTOSIIN U3
MCCNIEAOBAaHMH Cly4ali-KOHTPO/IL HJIM MAIOYHMCIIEHHBIX KOTOPTHEIX MccnenoBanuii. OnHaxo, B
TeueHHe mocnegHuxX 10 JeT mosBUIOCH HECKONBKO cneuuduueckux peructpos [2-7],

nossomuBmmx yayumuth mnonuMmanne PHCK. Cospanme mexnynapomnodt 6asst PHCK
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CIIOCOOCTBOBAJIO OMPEAENEHHIO YETKHX JIaOOpaTOPHBIX KPHUTEPHEB TDKECTH OONBIIHHCTBA
PHCK, xotopsie 6sun paspabotansl nox srupoit Mexaynapoatoro O6mectsa no Tpom6o3y u
Femocrasy (ISTH) B 2012 rony.

HacneacrBennsblii nedpuuut daxropa cepreiBanua kpoBu II (nporpomOuna) -
ayTOCOMHO-penieccuBHoe 3aboneBanne. Xapaxrepuctuka: FII — rmaxonporeun, obpasyercs B
neyeHu B npucyrctBuu ButamMuHa K. Ilox BausHHeM akTHBHPOBaHHOrO ()akTopa CBEPTHIBAHHSA
kpou X (FXa) B muunuupylomeii ¢ase KoarylismuoHHOrO Kackaza M NPOTPOMOHHA3HOIrO
KoMmiutekca (¢dasa ammiuduxanuu) nepexogutr B TpoMmOuH. TpoMOuH, B CBOIO oOdYepens,
aKTHBHPYET IpyTHe IUTa3MeHHBlE GesKy CBEPTHIBAHHA KPOBH H TPOMOOIMTHI C KOHEYHBIM
(bopmupbsauuem. ¢ubpunoBoro crycrka. Kpome Toro, TpoMOuH ydacTByeT B aKTHBAaIlHH
MHTHOMTOPOB CBEPTHIBAHUS KPOBH U B pery/isuud Gpubpunonusa.

Heduuut FII o6ycnosnen Bapuauusmu B F2 rexe, kotophiii koaupyeT npotpomGun. He
CYIIECTBYET NpaAMOH xoppenauuu Mexay F2 remotunom u  ¢eHotumom 3aboneBaHusl.
I'emocrarnueckn pocratounslii yposeHb FII coctaBnser okono 40%. Ilepnon nonyBriBeaeHUsS
FII — oxono 60 gacos.

HacneacrBennsnlit aepuuur d¢akropa cBepreiBannst kpoBn VII - ayrocomHo-
peneccuBHoe 3aboneBanue. @usnonornueckas ponb FVII 3akmouaercs B MHMIMANMHK IIpoliecca
CBEPTHIBAHHS KPOBH B 30HE MOBPEXICHHUSA COCYAMCTONH CTEHKH. B KoMIulekce ¢ TKaHEBBHIM
daxropom (T®), FVIla aktusupyet FX u FIX, yuacTBylomHUX B reHepauuy TpOMOHHA.

ITepnon nomyeeiBenenus FVII cocraBnser 4-6 uacoB. JlocTaTOYHEI reMOCTaTHUECKHit
ypoBeHb — He MeHee 10%. IIpu TsxensIx TpaBMax KJIMHHYECKH 3HAYUMOE KPOBOTECUEHHE MOKET
pa3Butscs npu aktuBHocTH FVII Gonee 20%.

Hacaeacreennblii aedpnuur ¢axkropa cBepTbiBaHHS KpoBH X - ayTOCOMHO-
petieccuBHoe 3aboneBanue. AktuBauus FX npoucxoaur B ununuupyromeii ¢gase ceepTeiBaHus
KpoBH npu y4acThu KoMiuiekca T®-FVIa u B ¢aze ammnudukaiun ¢ TeHa3HEIM KOMILIIEKCOM.
AxtusupoBannblii FX (FXa) u ero kodakrop, ¢axrop ceeptriBanus kpou V (FV), Bxomir B
COCTaB NPOTPOMOHHA3HOTO KOMIUIEKCa, KOTOPHIii aKTHBHPYET NPOTPOMOHH.

ITepuon nonyssiBenenus FX cocrasnser 30-50 gacos. JlocTaTouHblit reMOCTaTHYECKH
YPOBEHb: KPOBOTEUECHHUS HE HAaOMORAIOTCS Y JIUI ¢ aKTUBHOCTREIO FX>40% [8].

1.3 Dnuaemuonorus 3adoJieBaHNg MJIH _cocTosHuA (rpynnel_3a00JeBaHHI_ WJIH

COCTORHHIT)

PacnipocTpanenHocTs HacieacrBennoro aedpuunura ¢paxropa cBeprbiBanuda KpoBu II

(nporpomOuua) B GonsiunHCTBE cTpaH coctapiseT 1:2 000 000 nacenenus.

PacnipocrpasenHocts runonpokonseprunemun — 1:300 000 - 500 000 HaceneHust.
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CpenHsis paclipoCTpaHEHHOCTh cropanuyeckux ¢opM mnacaeacrsennoro aedpuuura
¢dakropa ceepreianus KpoBu X cocrasinser 1:1 000 000 nacenenus [1].

1.4 QcobenHocTH XOAHPOBAHHS 3aGojeBaHHsi  MJaH _ cocrosHus  (rpynnki

ja0oneBaHnii Wau cocrosinuii) mo MexayHapoanoii CTaTHCTHYECKOi KaaccudHKannu

Gose3Heii M MPo0IeM, CBAZAHHLIX €O 310POBLEM
D68.2 — HacneaCTBeHHBIH AepuUHUT ApyTUX GaKTOPOB CBEPTHIBAHHS KPOBH

1.5 Knacendukamust 3abojgeBanus UJIN coCTOAHUA (rpynnel 3a00JeBaHHH _WJIN

COCTOSIHHIT)

CymecrByet 3 ¢opmu Toxkectu PHCK B 3aBucumoctn ot axtusHoctH FII, FVII, FX,
onpenenseMoii 1aboparopHo (tabin.1) [9].

Tabanua 1. ®opmet PHCK no crenenu rakecTn

daxTop cBepTEIBanu: [PopMa 3aGoneBaHus (10 aKTUBHOCTH (haKTOPOB CBEPTHIBAHHUS KPOBH, %0)
KPOBH  TxKenas cpenHeil THKeCTH Jerxas
FII He OoIpeaensercs <10% >10%
FVII <10% 10-20% >20%
FX <10% 10-40% > 40%

Tsxenstit aedpnuur GakTopoB, Kak NpaBUIO, CBA3aH C Pa3BUTHEM TOKENHIX CIHOHTAHHBIX
KPOBOTEUYEHUI1/KPOBOU3IUAHHUIL.

YMmepennstii AedHIUT GaKTOPOB NPOABIAETCA B BHIE JIETKHX/YMEPEHHBIX CIOHTaHHBIX H
NOCTTPAaBMATHYECKHUX 3ITU30JI0B KPOBOTECUEHHIA.

Jlerkue dopmsl JedpuuuTa GakTopoB B GONBIIMHCTBE CIIyJaeB NPOTEKAIOT OECCHMITTOMHO.

1.6 Kannuueckan KapTuHa 3a0oj1eBaHHSA MM _COCTOSHUA (TPYNIibI 3aboaeBannif
HJIH_COCTOSIHHUIT)

TunuuneiMy s PHCK  sBisioTcs  KpOBOTEUEHHs/KPOBOM3IUAHHSA, BO3HHKAIOIIME
CIOHTAHHO WJIH  BCJIEACTBHE TpaBMBL  'eMopparvdeckuii  CHHAPOM  NpEACTaBeH
KPOBOTEUEHHSAMH U3 CJU3UCTHIX (HOCOBBIE, IECHEBHIE, IYHOUKOBLIE), SKXHMO3aMH, reMaTOMaMH
MSATKHX TKaHe# pasnuyHoil JIOKAIH3aluK, KPOBOTCUEHHAMH BO BPEMs H I10CJI€ XMPYPrHYECKUX
BMEILIATENBCTB, MEHOPparHsIMH, TreMaTypHsMH, pEXe — KpPOBOM3IMSHHSMH B CYCTaBbI
(remaptposamu). Kpome TOro, mpu 3HauHTeNbHEIX AedunurTax ¢akTopoB Yy NauMeHTOB
OTMEHaIOTCs )KH3HEYTPOXKAIOIINE KPOBOTEYEHHS, K KOTOpEIM oTHOCATCA [8,10,11]:

¢ xpoBoTeueHus/kposousnusuus B LIHC;

e xpoBorteueHus/kpoBousmusHus B XKKT;

KpOBOTe‘-ICHI/Iﬂ/ KPOBOU3JIMAHUS B 1iero/| ropno;

3a6p10muHHa51 reMaromMa.



ITpu runonporpombunemuu ¢ aktuBHocThIO FII < 10%, xak npaBuno, ormevaiotcs Oonee
TSDKEJIBIe KPOBOTEYEHHs MO CPABHEHHIO ¢ KPOBOTECYEHHSMHU, BOSHHKAIOUMMH NPH aKTHBHOCTH
FII > 10%. B nocneaneMm ciy4yae HanOoJsiee THIMHYHB! JIETKHE H YMEPEHHbIE KPOBOTCUEHHS H3
cu3ucTEX 060onoyek. [TauuenTs! ¢ aktuBHOCTHIO FII Menee 4% He OMHCaHEL.

Jnsa mucnporpoMOMHEMHH XapakTepHa ciabas B3aHMOCBA3b MEXAY KIHHHYECKHM H
naboparopHsiM ¢eHoTHnaMu 3aboneBaHus. Y rerepo3uroTHeIx Hocuteneit gedunura FII B
GonpumHCTBE cinydaeB ompenenderca aktuBHocTs FII B mpemenax 40-75% c acHMOTOMHEBIM
Te4yeHHeM 3a00JIeBaHuUs. |

ITpn runonpoKOHBEPTHHEMHUH NpHOMH3UTENBHO B 60% ciydyaeB TeueHHe 3abosieBaHUs
6eccUMNITOMHOE, U MOBOJOM JUIS JUATHOCTUKH SIBIIETCS ényqaﬁﬂoe obHapyxeHHe YBEJTNUCHHU
I1B. KpoBousnusuus B ITHC perucrpupyrorcs y 3-10% nanuenros ¢ gepunurom FVIL

Tsoxensie kxpoBoTeueHHa Haubonee XapakrepHsl npu akrtuBHoctH FVII < 1%. V¥V
nauueHToB ¢ aktuBHOCTRIO FVII > 1% orMeuatorcs, kak mnpaBmio, yMEpeHHBIE H JIETKHE
KpPOBOTEUEHHUS U3 CIM3HCTBIX 0BONOYEK A GECCHMIITOMHOE TeueHue 3a6oneBanns. OHAKO B
psfie cTydaeB PErMCTPHPYIOTCS TsIKENBie NMPOSBIEHHA TeMOPPArHYEeCKOro CHHAPOMA Y JIHI[ C
aktuBHOCTEIO FVII > 20%, uyto roBopur 06 OTCyTCTBUHM NpsAMOH KOPPENALMH MEXIY
KIHHUYECKUM H NabopaTopHbIM deHoTUnOM 32001€BaHus.

V rereposurotHeix Hocuteneii pedunura FVII B 6onpmmHCTBE CciyuaeB onpenaensercs
aktuBHocTh FVII B npenenax 40-60% c 6eccHMNTOMHBIM TeueHHEM 3a00IeBaHu.

| ITpu nepumure FX Tsxensle xpoBoTedeHuss HaubGosiee XapaKTEpHB! MU MALHEHTOB C
akTHBHOCTEIO FX < 10%. ¥V nauuenros ¢ aktuBHocThIO FX > 10%, Kak npaBuio, orMedaroTcs
YMEpEHHbIE M JIeTKHE KPOBOTECYEHHS U3 CIM3UCTHIX 000JI0YeK, KpPOBOTEUEHHSA IIOCTIe
XHPYPTrHYeCKHX BMEIIATENBCTB WM OeccCMMNTOMHOE TedeHue 3aboneBanus. KpoBoH3nuaHuUS B
IHC, xposoreuenus u3 cmusucthix JKKT, remaprpo3sl oTMewaloTcsi y MAalMEHTOB C
axTHBHOCTBIO FX < 2%. TeM He MeHee, B pszie CIIy4aeB perHCTPHPYIOTCA TsKeJIble NPOSBICHHS
reMopparu4eckoro cuHapoma y nun ¢ aktusHoctsio FX 0,1 - 39%, yka3ssiBasi, Takum o6pazom,
Ha OTCYTCTBHE NpPAMOi KOpPPENAIMH MEXAY KIHMHUYECKHM U JIaOOpaTOpHHIM (HeHOTHUIIOM
3aboseBaHusl.

¥ rerepo3urotHeix Hocuresneit nedumura FX B GonbumHcTBe cinyuaeB akTuBHOCTH FX

coctasiseT okono 50%, 3aboneBanue uMeeT 6eccumnToMHoOE TeueHue [8].



(2]

2. Inarnoctuka 3a60/1eBaHUs HIIH COCTOSIHHA (TPyNNbI 3200/1eBaAHUI HIH
COCTOSIHHIT), MEAMIIMHCKHE NOKA3aHHS H NPOTHBOMOKA3AHHUsI K NPHMEHEHHIO

METOAO0B AHATHOCTHKH
Kpumepuu ycmanoenenusa Ouaznosa/cocmoanua: npu ycmanoexe ouaznosa PHCK
Heob6x00UMO UCNONB306aMb CAEOYIOujUe KpUMepUY, He3agUCUMO OM HANUYUs 2eMOppazu4eckozo
CUHOPOMA 8 NePCOHANbHOM Uy cemelinom anamuese [8,9,12-16]:
1. omcymcmeue Oannvix o nanuyuu npuobpemennozo deuyuma paxkmopos
C8epMuIBAHUS, KDOBU,
2. cnuocenue akmuenocmu FI/FVIIFX nudice pegepencruix 3avenuti;
3. nanuyue mymayuii 2enos FII, FVII, FX.
JTuazno3 nacnedcmsennozo PHCK ycmanaenusaemcs npu Hanuyuu He Menee 06yx u3
mpex @vlulenepeyucIeHHbIX Kpumepues.
2.1 Kano0bl M aHAMHE3
Juaznocmuxa PHCK nauunaemcs c 6vla6neHus KIUHUKU 2eMOPPAZUYECKO20 COCMOSHUS,
qubo (npu omcymcmeuu npu3HaKo8 u3BbLIMOYHOU KpOBOMOYUEOCMY) 6bIACHEHU HANUYUS
ceMetino20 aHaMHe3a HapyuleHull c6epmuléanis Kposu.
e Pexomenayercs npu coope aHaMHe3a 3a00JI€BaHUS U CEMEHHOTO aHaMHe3a BBIICHATD Y
BCEX MAIlMEHTOB HAJIMYME IPOSBIEHHH reMOpparnyeckoro CHHIpPoOMa: xanob Ha JIErKo
TOSBJISIOIMECS SKXMMO3BI K FeMaToOMBI B PAHHEM JIETCTBE; BOSHUKHOBEHHE CIIOHTAHHBIX
KPOBOTEYEHMIA (B TOM WYHCIEe TIeMaToM pa3IMYHEIX JIOKAIM3aUMii); JUIMTENBHBIX
KpOBOTeueHHi1 [OCIIe TPABM WJIM XHPYPrHdecKoro BMemarenscrsa [8,11,13,17).
Yposens yGeaurenbnocrn  pexomenpamuii C  (ypoBeHb  0CTOBEPHOCTH
J0KA3aTeJbCTB — S)

KommenTtapuu: npumepno y 2/3 0GonvHblx Hem yKkasanwui Ha 2emoppazuyecKkue
nposenenus y bnuskux podcmeennuxos. Janneie NuYHO20 anamnesa mozym cooepicame
uHgpopmayuio o 2emoppazudeckux nposenenusx y nayuenma. Ilpu cbope anamuesa 3abonesanus

Heobx0duMo o6pauams eHUMAHUE HA HATUYUE 2eMOPPAZUYECKUX NPOAENEH U 6 HEOHAMANbHOM

nepuode 6 eude Kehano2eMamom, 6HYMPUHEPEeNnHbiX KpOBOUSNUAHUL, KpPOBOMOYUBOCMU U.

ONUMeENbHOM 3aXNCUGREHUU NYNOYHOU DAHKU; Y 2PYyOHbIX Oemell — JKXUMO308, He CBA3aHHBIX CO
3HAYUMOII MPABMOil, 2eMAMOM MA2KUX MKAaHell nocie He3HAYUMenbHuix yuubos unu
cnoumannwx. Baocno obpawyamv  eHumanue Ha  Hecoomeemcmeue  GblpAXdCeHHOCMU
2eMOpPPAZUYECKUX  NPOAGNEHUl  MSdCeCmy  NpeOulecmeosasuiell mpasmvl, HA  peyuousbl
KpoBomeyenuil nocae nepeuyHoil OCMAHOBKY, He C6A3aHHbIE C NOGMOPHOU MPABMOU, MACCUBHbIE

WUNU MHOJICECMBEHHbIE 2eMamOMbl, CUCEMHOCMb 2eMOppPa2u4eCcKux npo;ieﬂenuﬁ (npo;tefteuwz
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pasauuHoi aoxanusayuu). ¥V auy, ¢ HeanasumenvHeiMu Oehuyumamu hakmopoe ceepmuvléanus
KpOBU KpOGOMeYEHUs. MOozym Omcymcmeoeams 00 Nepeod mpasmvl UIU XUPYPSUHECKO20
emewamenvcmea. Coop ocarob u anamuesa noszeonum onpederumsv 06vem o00cnedoeanust
nayuenma.

2.2 du3nkanabHoe 00cie10BaHne
e Pexomenayercss y BceX NanueHTOB oOpamath BHMUMaHHE Ha HAJIUYHE KOXKHOTO
reMOpparu4ecKkoro CHHAPOMAa pa3lM4HOi BHIPAKEHHOCTH B BHIE MHOXXECTBEHHBIX
OKXMMO30B M TIe€MaToM IIpM 3HAYUTEIBHOM CHIDKEHHMH AaKTHBHOCTH (hakTOpoB
CBEpTHIBaHHs KpoBH. Du3mkanbHOoe o0CieNOBaHHE MMO3BONSET OMPEACIHUTH TIKECTh
COCTOSIHHS IallieHTa U He0OXO0AUMOCTh TPOBEACHUS reMocTaTHuecKoi Tepanui [1,8].
YpoBens yOeautesnHocTn  pexoMenaammii C  (ypoBenb  J0CTOBEpPHOCTH
JI0Ka3aTeJbCTB — J)

KoMMenTapun: gulisig1eHue npu3HaKo8 nopajicenus Cycmasos — Mano6eposmHo.

2.3 JlaGopaTopusie gnanlocrnqeckne HccJae10Banus

Jna  Oouaznocmuxu PHCK npoeodsmca nosmannvle nabopamopHvie UCCAe006AHUA —

KOA2yNoNo2u4ecKull CKpDUHUH2, OnpedeleHue aKmueHoCmyu (haxmopos U MONEKYAAPHO-
2enemuyeckan ouaznocmuxa [10,13,14,17,18). IToayuenue maxcumanvrozo koruvecmea OanHwix
cnocobcmeyem gepughuxayuu OuazHo3a U UCKTIOYeHUI0 NpUobpemenHbix dehuyumos pakmopos
ceepmuieanuss kpoeu II, VII, X, a maxoce uckniouenuio Oeguyumos opyeux ¢hakxmopos
CBEPMBIGAHUA KPOBU.

e Pexomenayercst BceM MalMeHTaM, Y KOTOPHIX IIONO3PEBAIOTCS TI'eMOpPpParMyecKue
COCTOSIHHS, BBHIIOJHEHHE OOIIEr0 aHanM3a KPOBH, B TOM 4YHCJIE HCCIICIOBaHME YPOBHS
TPOMOOLIMTOB B KPOBH, C LENBIO YTOYHEHHS OOLIET0 COCTOSHMS MAalMEHTA, THKECTH
TEMOpparu4ecKuX  OCJIOXHEHHH M COCTOSHMS  CBEpPTHIBAIOWICH  CHCTEMHI
[4,5,7,10,13,19,20].

YpoBenn  ybeaureabHocTH  pexomengammii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

e Pexomenayercss BceM IamMEHTaM, Y KOTOPBIX HOAO3PEBAIOTCI TIeMOpparnuecKHe
COCTOSHHS, Ha IEpPBOM OJTalle BHITOJHEHHE KOaryJorpaMMbl (OpHEHTHPOBOYHOTO
UCCIEOBaHH CHCTEMBI IeMOCTa3a), BKJIIOYAKOLIEH IpoBeleHHEe KOaryJoJorH4eckoro
CKPHHHHTA, BKITIOYAIONIETO ornpeneneHHe aKTHBHPOBaHHOTO 4aCTHYHOTO
TpoMbGorutactuHoBoro  BpeMeHn  (AUTB), nporpomOGunoBoro Bpemenu ([IB),

TpoMOunoBoro BpeMmenu (TB), konuenTpauuu ¢ubpuHoreHa (mo Kmayccy), BpeMeHH
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xpoBoTeueHus (BK) cranaapTH30BaHHBIM METOZOM 1 MOJICYET KOJHYECTBA TPOMOOLHMTOB

no douwuo [4,5,7,10,13,19,20].
YpoBenb  yOeaMTEJBLHOCTH

JI0KAa3aTeJabCTB — )

pexoMeHaanuii

C (ypoBeHb [0CTOBEpHOCTH

Kommenrapnu: Iokasameau cxkpununzoselx mecmos oas Oeguyuma FII, FVII, FX

npedcmaenenvi 6 mabauye 2.

Ta6auna 2. CKpHHHHrOBbIE KoaryJjojorndeckue Tecrsl aus anarnocrnkd PHCK

[Tapamerps! Heduuur FII Hedumur FVII Heduuur FX
KOaryJIorpaMMBl

AUYTB YeenuueHue HopmMma YBennueHue
I1B YBenuueHue YBenuueHue YBenuuyenue
B Hopma Hopma Hopma
YposeHb Hopma Hopma Hopma
¢ubpuHoreHa

Ipu mobom yonunenuu IIB donsicnel Gbimb UCKNIOYeHbl 6Ce 6UObl NpuobpemeHHo20
depuyuma axmopos npompom6uUHOB020 KOMNIEKCA, 6 nepeyio ouepedb 06ycr06ieHHbIE
madicenoli namonozueil neueHy, MexAHuuecKou Jiceamyxou, moKcuyeckum  Oelicmeuem
AHMUKOAZYNAHMO8 HENPSIMO20 Oelicmeust, SHO02enHbIM K-2unosumamunosom.

Cnedyem umemv 6 6udy 603MONCHOCMb Hanuyua npuobpemennozo deuyuma FII npu
anmugpocorunudnom cundpome ¢ vipabomxoii anmumen K npompomouny u opyaum benxam 6
KpOoBu, Komopbiii omauyaemcs om Hacaeocmeennozo Oeguyuma FII no knunudeckomy meyenuio
U npucymcmeuio aHmuocorunudHux anmumen, npu GOne3HAX neYenu U JHcenyesble0OAUUX
nymeii, npu Odepuyume eumamuna K, a maxoice npu npueme auwmazonucmog eumamuta K.
Honupoeannwiii npuobpemennwviti depuyum FVII, xax npasuno, o00ycroeneH UMMYHHbIMU
HapyuleHuAMY, Modicem HAGMOOAMbCsl NpU  CUCMEMHOM aMUIOUO03e U He@Gpomu4eckom
cunopome. Ipuobpemennwiii Oepuyum FX moocem ecmpedamvcs 6 9 - 14% cayuaes npu
CUCTEMHOM aMUN0UO03e, NOCe MANCENbIX UHDEeKYUl, Y OHKON02UYECKUX OONbHBIX.

e Pexomenayercsi BceM NalMEHTaM C BBIABJICHHBIMH Ha népBOM JTame HapyIEeHHUAMHU
remocrasa (yBennuenue AUTB w/wm I1B, nopManeubie TB u yposens ¢ubputorena)
BTOPHIM OTAllOM JIMarHOCTHKH C LENBIO BBIABIEHHS JIEQEKTHOTO 3BEHa TIeMoCTasa
BBLINOJIHATE ONpelieieHue akTUBHOCTH GakTopa V B CHIBOPOTKE KPOBH, ONpENENCHHE
axTuBHocTH haktopa VII B CHIBOPOTKE KPOBH, Onpesenenue akTuBHOCTH ¢akropa VIII B
CHIBOPOTKE KpOBM, ONpelelieHHe aKTHBHOCTH (akTopa IX B CHIBOPOTKE KpOBH,

onpenenenue akTHBHOCTH (aktopa X B CHIBOPOTKE KPOBH, TECT Ha BONYAHOYHBIH
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aHTnKoaryJIxHT; Ipn yumuenun BK — ananu3 ¢ynkmmn TpoMGOLIMTOB U UCCIeOBaHHE
aKTHBHOCTH U cBOiicTB dakTopa Bunebpanaa B xposu [4,5,7,10,13,19-21].

Yposenbr yGeaureanHoctn  pexomenpammii C  (ypoBeHb  JA0CTOBEPHOCTH

A0KAa3aTeJbCTB — J)

Kommenrapun: [Juacnoz PHCK cuumaemcs YCmaHOGNeHHbIM Npu  GulsAGNEHUU

U30AUPOBAHHO20 CHUDICEHUSL aKMUBHOCMU coomeemcmaylowjux gpakmopoe — FII, FVII unu FX.

Pexomenayercs IpoBefcHHE MOJEKYJISPHO-TEHETHYECKOH AWArHOCTHKH HapyIICHHI
FII, FVII, FX npu BeIABIeHHH CHHXEHHUS MX aKTUBHOCTH B IUIa3Me MMAalHEHTA C HENBIO
NIOATBEPKACHHUS BpOXKACHHOM koarynonarun [12,13,15,16].

YpoBens ybOeauteabHocTH pexoMenaaumii C  (ypoBeHL  [OCTOBEPHOCTH

JA0KAa3aTeJbCTB — 4)

Kommenrapun: ona uckniouenuss npuobpemennvix depuyumos FII, FVII, FX.
2.4 UncTpyMeHTAIbHLIE IMATHOCTHYECKHE HCCIeX0BAHUS
PexomeHayercss IpoBe€HHE WHCTPYMEHTAIBHOM JUArHOCTHKA Y MAaUHEHTOB C
HacneacTtBeHHEIM aedunuroM FII, FVII mnn FX g yrouneHus auarnosa u npoBeaeHHUs
mddepeHIHANBHOM THarHOCTHKH € APYTUMH 3a00JIEBAaHHAMHU C BO3MOXKHBIM HATMYHEM
TreMOpparn4ecKkoro CHHAPOMAa, KOTOpas MOXKET IO IOKAa3aHHSAM BKIIIOYATH CIEAYIOIIHE
METOJBI HecnenoBanus [2,4,13,19,20,22-25]:

o 33zoghazozacmpodyodeHocKkonus,
YAbmpazeyKogoe ucciedoeanue cycmasa,
YAbmMpaseyKkoeoe ucciedoeanue op2arnos oprowHou norocmu,
YbmpazeyKoeoe Uccaed08anue Mo4esvle00auux nymet,
YAbMPA3BYKo80e uccaed08anue op2ano8 Mano2o masa,
YAbmpazeyKoeoe uccaedo8arue 3a0piowuHH020 npocmpancmaa,
MAZHUMHO-PE30HAHCHAS MOMOZpaghusi Cycmaea, MAsKux mranetl,

MACHUMHARO-PE30HAKCHAA MOM ozpa([)wz 20J106H020 M032a,

0 0O 0O 0O O O o o

penmeenozpagus cycmasa,

o

KOMNbIomepHas momozpagusa op2anoe 2pyoHotl Kiemxu,

o)

KOMNblOmMepHas momozpagus 20108H020 M0324,
PUHOCKONUSL 3HOOCKORUYecKas,
DEKMOpPOMAHOCKONUS,

KONbNOCKORUA,

aucmepockonus,

0O O O o o©o

KOJIOHOCKONUA.
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YpoBeHb  yOeanTeabHOCTH pexomennannl‘i C (ypoBeHb [J0CTOBEPHOCTH
A0Ka3aTeJabCTB — 3)

KoMmenTapun: uccned08anus noseoasiom BU3YANU3UPOBAMD
KpOGOMeYeHUsA/KPOBOUTUAHUA PANUYHBIX JIOKAAU3AYULl, 4 MAKxce 6blAGUMb OCIONCHEHUS,
pazeueuiuecs 6Credcmaue 2eMoppazu4ecKux nposenenu.

2.5 NHble AMarHOCTHYECKHE HCCIIEI0BAHMS

e PexkoMeHAYIOTCH KOHCYJNbTallMM CIEAYIOIIUX Bpayei-CIEUMAINCTOB MalMEHTaM C
BeisBiieHHBIM  JeuturoM  FII, FVII wmn FX g moAaTBepXICHHA —HAIMYUsA
reMOpparuyeckux NposipieHuit (M ux nocneacTeuii) [2,13]:

O Bpava-TpaBMaToJIOra-opToNnena,
O Bpava-Xupypra,

O Bpava-ypoJiora,

O Bpava-HEeBpOJIOra,

O Bpaya-OTOPHHOJIAPHHIOJIOrA,
O Bpava-CTOMAaToJOra,

O Bpava-aKyliepa-THHEKOoJora

Yposenn  yGeaurespHocTH  pekomenpanmii C  (YpOBeHL  0CTOBEPHOCTH
J0KA3aTeJBCTB — 5).

KoMMEHTADHH: 103601410M ONnpedeiums HAPYWeEHUA PA3IUYHbIX OP2aH08 U CUCEM
scnedcmeue cocnmosnsule20cs (nepeneceno2o panee) KpogomeyeHus/KpOBOUNUSHUSL.

e Pexomennyercs mnauuentam ¢ PHCK B ciydae HEBO3MOXHOCTH IpPOBEICHHSA
IIOJIHOLIEHHOr0  JABYXJTAlTHOTO KOAryJIoJIOTHYECKOTO HCCIENOBAaHHA, a TaKKe B
HEKOTOPBIX CITy4asX AJIs KOHTPOJIA 33 MPOBOAMMOM Tepanuei BEIOMHATE HHTErPATbHEIE
TECTHl OLEHKH IeMocTaza: TpomMOoaMHaMHKa, TpoMbosnacrorpadus, TecT reHepauuH
TPOMOHHA, € LENBIO BBIABJIECHHS M MOHHTOPDHHIA HApYIICHHH CBEPTHIBAIOIIEH CHCTEMBI

KpoBH [26].

Yposenr yGeaurenbHocTn  pexoMenfanuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)
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3. Jquemle, BKJIIOYAl MCAHKAMEHTO3HYIO H HEMEAHKAMECHTO3HYIO TEPANIHH,
AHETOTEPAIIHIO, oﬁesﬁo.nuna}me, MCAHIIHHCKHE NTIOKA3aHHA U
INPOTHBONOKAa3aHUA K IPHUMEHEeHHI0 METOJ0B JIeUECHHUsI

o Pexomenayercs npu HacnenctBeHHoM neduiure FII mpoBemenue cnemmdmuueckoit
3aMECTHTENIPHOM Tepanuu HEaKTHBUPOBaHHBIMHM Ipenmaparamu, copepxammumu FII.
Crporo pexoMeHayeTcs MCIONB30BAaHHME IUIa3MaTHYECKHX OYMIIEHHBIX BHpYC-
HMHAaKTHBHPOBAHHBIX KOHLEHTPaTOB npoTpoMbOuHoBoro kommurekca (KIIK — ornenshele
npenapartsl u3 rpynnsl B02BD no ATX knaccudukamnuu): GakTopsl CBEpTBIBAaHHS KPOBU
IX, II, VII u X B xomOunamuun) — #¢daxropsr ceepreiBanus kposu II, VII, IX u X B
KoMOnHauuu [1IpoTpoMOHHOBHIIE KoMmmiekc]** u #daxrops! ceeprriBanus Kposu I, IX u
X B xoMOuHauuu** (BHe 3aperuCTpUpOBaHHBIX MOKa3aHMil JuIA aereit — 3¢ (HeKTHBHOCTD
u 0Oe30macHOCTh HENOCTATOYHO H3Y4YEHH) € HHIMBUIAYaJbHBIM NOAOOpPOM MO3BI B
3aBHCHMOCTH OT copepxaHus FII B mpemapare u Maccel Tena mnamueHTa (CM.
komMeHTapuid) [1,8,13,20,24,27-29].

YpoBens yOeaurenbnocrn pexomenmaumii C  (ypoBenb  0CTOBEPHOCTH
JA0KAa3aTeJabCTB — ) ’

Kommentapun: #KIIK esooamcs enympugenno. Hcnonv3yemcs 60oniocHas ungysus co
CKOpOCMbI0, peKOMEHO08aHHOU npoussooumenem. Akmuenocmo KIIK, o6viyHo, ykasvieaemces no
akmuerocmu codepoicawjezocs 8 Hux ¢hakmopa ceepmuisanus xkposu IX (FLX). Iloamomy,
Heob6x00umo omoenbHo ymounams cooepxcarnue FII, komopoe ykasvieaemcs 6 uncmpyxkyuu. Kax
npasuno, KIIK codepicam npubnusumenvno pasnoe xoauyecmeo FIX u npu pacueme 003v1 u
cxXembl 3amecmumenvHoll mepanuu Heo6xo0umo yyumwvieams, ymo eeéedenue | ME FII na 1 ke
Mmaccel mena nayuenma nosviuaem akmuenocms FII, 6 cpeonem, na 1,5-1,9% (soccmanoenenue
axmuenocmu FII — mecm eoccmanoenenusn = 2). Ilepuoo nonysvigedenus FII cocmaensiem oxkono
60 yacos. Taxum obpazom, cmandapmuas mepaneemuyeckaa 0osa KIIK 20-30 ME/ke maccul
mena nayuenma (30ecv u oanee pacyem no FIX) nosviuaem akmugenocmo nrazmennozo FII do
40-60%. Y nayuenmog ¢ akmugnviM KpOGOMeE4EHUEM dDMOM NOKA3amenb Moxcem Obimb MeHbule
[8,13,20,28].

Ilpu maxceavix xkposomeuenusx unu OONLUWUX XUDYPSUYECKUX BMEULAMENbCMBAX Y
nayuenmos ¢ Oepuyumom FII KIIK nasuauaemcs 6 cmapmosoii nacwiuyarowjeii dose 20 - 50
ME/xz2 maccel meaa nayuenma ¢ nociedyiouumy NOGMOPHLIMU UHPY3UIMU npenapama 8 003e
10 - 30 ME/x2 maccer mena nayuenma c unmepeanamy 8 24 - 48 uacoe ons docmusicenus u

noooepaicanua akmusnocmu FII > 20% [29,30].
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Pexomenayercs nposeneHne mpodunaktudeckoro nedenus ¢ Beenenuem #KIIK: y
nanuentos ¢ aepuimrtoM FII B noze 20-40 ME/kr MacCHl Te/a MAallHEHTa C HHTEPBAJIOM B
5-7 nﬁeﬁ ¢ nenpio poctwxeHus axruBHoctu FII > 10%, ¢ uenmo‘ IIpeAOTBpaNICHHS
Pa3sBUTHA TeMOPPAarnyecKoro CHHAPOMA, MPH HATHYMH NEPCOHANBHOrO MM CeMEHHOro
aHaMHe3a, TSKEJIOro KIMHHYeCKoro ¢eHoTHna, MpeAleCTBYIOMMX KPOBOTEYEHHI WM
npu cumkennu akrusrocty FII < 1% [13,24,27,28,30,31].

VYposen»  yGenuteasHocTH pexkoMenaamuii C  (ypoBeHbL  N0CTOBEPHOCTH

JIOKA3ATEJBLCTB — 5).

KomMmenTapumn: ceedenuii 0 603MOJNCHOM 603HUKHOGenuu annoanmumen k FII ne

umeemcas.

B cayuae nedocmynnocmu KIIK 603mooicHo ucnonv3osanue kapawmunusuposannoii C3I1

6 003e 15-25 mn/ke maccer meaa nayuenma, nosviuiaioueti niazmentyio akmuenocme FII 0o 30-

40%. Hcnonvzoeanue C3IT 603MOXCHO 8 UCKNIOYUMENbHBIX CAYHAAX U He OONNCHO ABNAMbCA

NOCMOAHHOU NPAKMUKO.

PexoMeHyeTcsl Uil KYNHPOBaHHUS JIETKMX KPOBOTEUEHHH WIH B Cliydae NMpPOBEACHUS
MaJIoro XHPYPrH4ecKOro BMeLIaTeNbCTBa y mnauueHToB ¢ aeduimroM FII HazHauenue
#TpanexcaMoBO# KuCIOTEI** B 03¢ 15-20 Mr/kr Macchl Tena manuenta wid 1,0 r x 4
paza B cytku [30,32].

YpoBeu»  yGegureabuocTH pexomenmaumii C  (ypoBeHb  0CTOBEPHOCTH

JI0KA3aTEJILCTB — 5)

PexoMenayercst Ui KyIIMPOBaHUS WM NpPENYNpPEXICHHS KPOBOTEYEHHH Y MAlMEHTOB
IpH THIONPOKOHBEPTUHEMHH NpPOBeNeHHE CHenHPHYECKON 3aMeCTUTENIBHON Tepanmuu
CIEAYIOMMMH Tpenapatamu: Qaxtopom cBepTeiBanust kposu FVII** (#FVII** BHe
3aperHCTPUPOBAHHEIX [OKa3aHMii Yy Jereil Jo 6 Jner), omTakorom anbda
(axTHBHpOBaHHEIM)**, #dakTopoM ceprhiBanus kpos 11, VI, IX n X B koMOunaumu
[mpoTpoMbunoBEIA KoMIUtekc]** wm #daxropoM cpepTriBanus kpoed II, IX u X B
xoMOuHaIMu** (BHE 3aperMCTPHPOBAHHBIX MOKa3aHuil i aereil — 3PPEKTHBHOCTD H
6e30IMacHOCTh HEJOCTATOYHO M3y4eHB) C MHIUBUAYANBHBIM INOA0OPOM JI03H B
3aBHCHMOCTH OT coaepxkanus FVII B mpemapatre M Maccel Tena NalueHTa (CM.
KoMMenTapuit) [5,22,31,33-37].

YpoBens  yGeauresnHocTH  pekomenpaumii B (ypoBenb  aocTOBepHOCTH

J0KA3aTEJLCTB — 3)

Kommenrapuu: I'emocmamuyeckas mepanus paxmopom ceepmuiganus xkposu FVII**

(HFVII** gne 3apezucmpupoeannvix noxasanuii y oemeii 0o 6 nem) npoeoOuUmcs npy passumuu
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Kposomeyenus/kpogousiusnus 8 0ose 20-30 ME/ke maccer mena nayuenma xascovie 4-6 4acoe
00 Kynuposanus zemoppazuyeckozo cunopoma. C yenvio npeoynpedicoeHnus 603HUKHOGEHUS.
KpoGomeyeHUs: 603MOJCHO NpogedeHue 3amMecmumenvHoll mepanuu akmopom ceepmvlé6anus
kpoeu VII** ¢ 0o3e 10-30 ME/xe maccot mena nauueuma.3 pasa 6 neodeaw [36-38].

Anvmepnamueoii ¢paxmopy ceepmuieanua kpoeu VII** Ons nevenus nayuenmos c
2unonpoxkoHeepmunemueti agrsemcs #snmaxoz anvgha (axmueuposannwiii)** [8,35,36). [asa
OCMAHOBKU N1e2K020 KpOBOmedeHUs. npenapam 8600umcs 0OHokpamuo 6 0oze 30-50 mxe/ke
Maccel mena nayuenma (003uUpoeka 6He 3apesucmpupoeéanHvix hnokasanuil) [36]. .IIpu
603HUKHOBEHUU YMEPEHHO20 UMY MANHCEN020 KPOBOMeYeHUs, @ MAKM;Ce 8 Cyiae 8biCOKO20 pucka
paseumusi 2eMOppazu4eckux OCIO0JCHeHUll 60 6pems U NOCNe NPOGBEOeHUS XUPYPSUHECKUX
MeuLamenbcme peKoMeHOYIONCs NOBMOPHbIE 66e0eHU DNMAK02a alb@a (AKMueUpo8anno2o)**
6 003e 15-30 mxz/kz maccoel mena nayuenma ¢ unmepearom é 4-6 yacoe (006v14HO He MeHee 3-x
unghysum) [8,39].

Ilpu evinonHeHuu Manblx XUpPyp2U4ecKux 6MeulamenbCme URU UHBA3UGHLIX NPOYedyp
MUHUMANbHAs 003a d2nmakoz arbga (akmueuposanHnoz2o)** donsxcna cocmaename 15 mxe/xe
Maccoel mena nayuenma 00 NPOBeOeHUs. MAHUNYAAYUU U BBOOUMCA, KAK MUHUMYM, 08axHCObl
nocne OKOH4aHus npoyedypul ¢ uHmepeanom 8 4-6 vacoe [5,35,36].

Ilpu npoeedenuu xupypeuyecko20 JedeHus 4acmoma 66e0eHuUs Npenapamos
onpedensemcsa 00beMOM Xupypeuieckozo emewamenvcmea. Pexomendyemca konmponuposamo
I1B ne peoice 1 pasza 6 12 yacoe u nposodums 3amecmumenvryio mepanuio npu chusxcesuu MHO
Menee 1,3.

e Pexomenayercs npoduiaKkTHyecKoe BBEJECHHE IpenaparoB (akTopa CBEPTHIBAHHA
KpoBu VII* nauueHTam ¢ runonpoKOHBEPTHHEMHEH NPH NOBTOPHBIX KPOBOM3JIHUAHUAX B
CYCTaBBI, peLIUAHBHPYIOINX KPOBOUIUSHUAX U KPOBOTEUEHHUAX APYroil JIOKAIH3aLuH,
IpU YCIOBHM, YTO FeMOPparHuecKuii CHHAPOM OINpeleNseT NPOrHo3 ULl 3J0pPOBBS U
YKU3HHU NMalHEeHTa H 3HaYHMO HapyIaeT KadyecTBo ero sku3nu [13,31,40].

YpoBens yOeauTeJbHOCTH pexoMeHaaumii B (ypoBenb  JaocToBepHnocTH
J0Ka3aTeJbCTB — 3).

Kommentapun: Yacmoma eeedenuit npenapamoe noobupaemcs uHOUBUOYATbHO C
yuemom KauHuyveckol xapmuHul 3aboneganus. IIpodhunakmuueckoe eeedenue npenapamos
Mooicem Obimb KAK KpamKOCPOYHBIM, (Hanpumep, npu MamoyHblx KpogomeveHusx. #anmakoe
anvgpa (akmusupoeannviil)** e 0ose 20-40 mre/ke maccel meaa nayuenmxu 3-4 ungysuu c
unmepearom 6 12-24 wacoe 00 Oocmudicenus KIUHUYECKO20 omeema (003UpoBKA 6He

3apezucmpuposanneix noxasanuii) [31], max u onumeavnoim (Hanpumep, npu peyuousupyOUUx
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2emapmposax - éeedenue #pakmopa ceepmeieanus xposu VII** ¢ doze 20-30 ME/xz maccel

meaa nayuenma 3 pasa 6 nedeno) [31].

PexoMenayercss y HOBODOXAEHHBIX C THNOMPOKOHBEPTHHEMHEH, HE HMEIOIMX
CEMEHHOro aHaMHe3a TDKeNbIX KpoBoTeueHuit, Ho ¢ aktuBHocThi0o FVII < 1%,
IpoBeJIeHHE KPATKOCPOYHOi MpoduIakTHKK #3MTakoroM anbda (aKTHBUPOBAHHBEIM)** B
no3e 20-40 MKr/kr maccel Tejla MalHEHTa 3 paza B HENEMO JO AOCTIKeHus 6-12-
MecsuHoro Bospacta [8,31,37,41,42).

YpoBenn yGeaureabHocTH  pexoMenaauuii C  (ypoBenb  10CTOBEpPHOCTH

J0KA3aTeJbCTB — S).

Kommenrapuu: Ogpexmusnocme mepanuu gpaxmopom ceepmuiéanus kposu VII** u

#snmarozom anvgha (axmusuposannvim)** udenmuuna. Hmeiomcs ceedeHuss 0 603MONCHOM

nosenenuu arnoanmumen x FVII npu nposedenuu 3amecmumenvnoti mepanuu. Ilpu ycroeuu

pasHoii dpgpexmusHocmu u yooenemeopumenvHoll UHOUSUOYANLHOU nepeHOCUMOCmUY  6b160p

JIEKQPCMBEHHKO20 cpedcmea ons  3amecmumenvHol mepanuu 3asucum om 603MOIHCHOCMU

becnepebotinozo obecneyenus nayueHma Smum npenapanom.

PexoMenayercsi B cliydae OTCYTCTBHSA #>nTaxora ansda (axTUBHpOBaHHOro)**
#taxropa ceeprriBanus kpoBu VII** s ocraHoBku kpoBoTeuenus npu aeduuute FVII
onHokpatHo npumensts #KIIK B moze 20-30 ME/xr (FIX) maccs! Tena nauuenta [8].

YpoBens yOeaureabHocTH pexkoMeHaanmnii  C  (ypoBenb  0CTOBEPHOCTH

JA0KA3aTeJbCTB — J)

Kommentapuu: B c6s3u ¢ noevluleHHbIM puckom passumus mpombo3oe npu

UCNOABL30BAHUU IMUX Npenapamoe noéMmopHAsl UHbEKYUL 603MOJCHA HE paHee 24 yacoe nocne

npeovloyujezo 66edeHus npenapama.

PexoMenayercsi, B Cilyd4ae HEIOCTYNHOCTH 30Takor anbda (akTHBHPOBAaHHOTO)**,
dakropa ceeptoiBanus kpoBu VII**, KIIK u aHTMMHrHOMTOpHOro KOaryJIsHTHOIO
kommexca**, y nauuentoB ¢ PHCK npumenenue xapantunmsuponanHoii C3II B nose
15-25 Mn/kxr Macchl Tena naiueHTa [8,24].

YpoBenbr yOeautennHocTH  pexoMengamuii C  (ypoBenb  [10CTOBEPHOCTH

JI0Ka3aTeJbCTB — J)

KomMmenTapun: Hcnonvzoeanue C3II 803MOX4CHO 6 UCKMIOYUMENbHBIX CAYHAAX U He

O00NICHO ABAAMBCA NOCMOSAHHOU NPAKMUKOU.

Pexomenjiyercst IpH TMIONPOKOHBEPTHHEMHUH ISl KyITHPOBAaHH JIETKUX KPOBOTCUEHHUIH
y MallMEHTOB WJIH B CJIy4ae NPOBEAEHHS MaJIOr0 XMPYPruyecKoro BMEIIATENLCTBA C

BBICOKMM PHCKOM pa3BHTHS KPOBOTCUCHHA, a TAKXKE BO BCEX Ciy4dadX HHU3KOro pHCKa
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pPa3BUTHS  IOCJIECONMEPAlMOHHOTO  EMOpparMdeckoro  CHHAPOMa  MOHOTEpAIHH

#TpanexkcamoBoii kucnotoit** B 1o3e 10-15 Mr/kr maccH Tena nanuenrta win 1,0 r x 3-4

pasa B cyTku [13,30].

YpoBeub yGeaureabnocrn  pexomenganmii C  (ypoBeHb  [I0CTOBEpHOCTH
JI0Ka3aTeabCTB — 5)

e Pexomenpyercs mni JedeHus mnanuMeHtoB ¢ geduuuroM FX  cneumdmnueckas
samectutensHad Tepanusa KIIK: #¢aktopoB ceepreiBanus kposu II, VII, IX u X B
KoMOuHauun [mpoTpoMOUHOBEI KoMIUIekc]** wnu #dakTopoB cBepThiBaHMs KpoBH II,
IX u X B xoMOunamuu**., Ilpu OonpmmMX XHPYprUYecKHX BMEIIATEIbCTBAX
pEKOMEHIyeMbIe IiesieBble MUHUManbHbIE ypoBHU FX >20-30%, pexomeHnayeMas no3a
20-30 ME/xr nepen onepauueit ¥ aajee 1o nokasanusm 10-20 ME/kr kaxasie 24 gaca.
PekomenayeMble Ro3bl uiA JiedeHus kpoBoteueHuit 20-30 ME/kr, ueneBoii ypoBeHB
>40%. C uensio npopunakTHKu KpoBoTeueHuii pexomenayercsa 20-40 ME/kr 2 pasa B
Heaemo [1,4,8,30,43-45].

YpoBenb yOeaureabHoctn pexomenganuii C  (ypoBeHb  I0CTOBEpHOCTH
JA0KAa3aTeJIbCTB — 4)

KommenTapun: B nacmoswyee epema ¢ PD 3apezucmpupoeaner 2 npenapama KIIK,
cooepocawue FX: KIIK - axmoput ceepmuisanus kpoeu II, VII, IX u X e xombunayuu
[npompombunoswviii komnnexc] ** u gpakmopor caepmuiéanus kposu 11, LX u X é xombunayuu**

e Pexomenayercss Bcem manueHraM ¢ PHCK wucnones3oBaHue IUIa3MaTHYECKUX
ounmeHHsIX BupycuHaktupupoBanHeix KIIK [8,13,24,31,40,43,45,46].

YpoBenr  yOeamrensnoctn pexomengaumit C  (ypoBenb noc,Tonepnocm
A0KA3aTeJbCTB — 5).

KommenTtapun: KIIK e6o0smcs enympusenno. Hcnonv3yemcsa 6Goaiocnas unysus co
CKOpoCmbIo, pexomeH008anHOU npouzeooumenem. Akmuenocmo KIIK, 06biuno, ykazvieaemcs no
akmugHocmu cooepocawezocas 6 Hux FIX. Ilosmomy, Heobxo0umo omoeabHO YMOYHAMb
codepoicanue FX, xomopoe yxasvieaemca e uncmpyxkyuu. KIIK codepocam FIX u FX
npubausumenvro 8 oxeueanenmuou akmuenocmu. Ilpu esedenuu KIIK ¢ dose 1 ME/ke maccul
mena nayuenma akmueHocme FX noeviwaemcs, 6 cpednem, Ha 2% (6occmanoénenue
akmuenocmu FX - mecm eoccmanoanenua = 2). Taxum o6pazom, cmandapmuas
mepanesmuyeckas 0o3a #KIIK 30 (FIX) ME/ke maccut meaa nayuenma (20-30 (FLX) ME/kz
Mmaccol meaay 0emeil) nogvliiaem akmueHocms niasmennozo FX oo 40-60% [8,13,31,43,45].

IIpu msaxceavix KpogomeueHUAX UNU OOALUUX XUDYDSUYECKUX GMeulamenbcmeax y -

nayuenmog ¢ Oepuyumom FX #KIIK nasuauaiomcs 6 cmapmosoii nacoiyaiowjeii 0oze 20-30
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(FIX) ME/x2 maccei mena nayuenma ¢ nociedylowumu noGmMopHuMu ungy3uamu npenapama é

ooze 10-20 (FIX) ME/kxz maccui meaa nayuewma ¢ unmepsanamu 6 24-48 uacoe 0as

oocmuoicenus u noodepxcanus akmuenocmu FX > 20% (8,13,43].

Ipu nedunure FX peKoMeHayeTcsH IpoBeCHHE JOJITOBPEMEHHOTO
NpopHMIAKTUYECKOTO JIEYEHHs NANHEHTOB C HENBIO NPENOTBPAILEHHS DPa3BHTHSA
reMOpparu4ecKoro CHHApOMAa NpH HAIHYMH IIEPCOHAIBHOrO MJIM CEMEHHOro aHamHesa
TSDKEJIOTO  KIIMHUYECKOro (GeHOTHNa NpeAIlecTBYIOIMX KPOBOTEYEHHH MM IIpH
cHxeHuH aktuBHOCTH FX < 2% [8,13,24,31,40,43,45,46].

Yposens yGemurenbHocTH pexomeHganuii C  (ypoBeHb [I0CTOBEPHOCTH

JI0KA3aTEJILCTB — 5).

Kommenrtapuu: #KIIK nasnavaemcs 6 0oze 20-30 (FIX) ME/kz maccvr mena nayuenma

2-3 pasa e nedemo ¢ yeavio noodepocanus akmusnocmu FX > 1% y espocavix u > 2% y demeil

[13,31,43,45). Ceedenuii 0 603m024CHOM 803HUKHOBeHUYU usoanmumen k FX ne umeemcs.

Pexomenayerca B cnydae HepoctynHoctH KIIK ncnons3oBanne kapaHTHHH3HPOBAHHOH
C3I1 B g03¢e 15-25 MI/Kr MaccHI Tena NMaluenTa, MOBBIIAONIEH MIa3MEHHYIO AaKTHBHOCTD
FX no 30-40% [8,24,47].

YpoBens  yOeaureabHocTH  pexomenpanmié  C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5).

Kommeutapun: Hcnoavzoeanue C3II 603MOJICHO 6 UCKNIOYUMENbHBIX CAYHAAX U He

OONIICHO AGAAMbCA NOCMOAHHOU NPAKMUKOU.

PexoMenayercsa Ui KyIHPOBaHHS JIETKMX KPOBOTEUEHHH y NMAMEHTOB MIM B CIy4ae
NPOBEJECHH MaJloro XMpyprudeckoro BMemarenbcTBa npu aeduuure FX nposenenue
MOHOTepanuu #TpaHeKcaMoBoii KHCIOTOH** B no3e 15-20 Mr/kr MaccH Teja MagueHTa
win 1,0 r x 4 pasa B cytku [8,30,32].

Yposenn  yGeaurensHocrM  pexomenmamuii  C (YpoBeHb  [10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)
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4. MeanuHHCKas peaOHIHTALHNS H CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeIHIIHHCKHE NMOKA3aHHS H NPOTHBONOKA3aHUS K NPHMEHEHHIO METO10B
peadHIHTAIINH, B TOM YHCJI€ OCHOBAHHBIX Ha HCNOJb30BAHHH MPHPOAHBIX

Jie4eOHbBIX paKTOpOB

Cneyugpuueckas peabunumayus ONA NAYUEHMO8 C peOKUMU KOAZYIONaAMusMu He
paspabomana. Peaburumayuonnvie Meponpusmus noKazaHel NAYUeHmMam NOCae KPOGOUINUAHUY
¢ IIHC, ¢ nopaxcenuem onopHo-osucamenvHozo annapama [1]. Paspabomka
peabunumayuoHHbIX Meponpusimuii 00NNCHA NPOBOOUMBCA COBMECMHO CHEYUANUCAMU NO
peabunumayuu, Kypopmonosuu u 6epaiamMuu-2eMamonozamu, UMeWuMy Onvim JeYyeHus
nayueHmos ¢ HapyuwleHusMu ceepmuléanus kpoeu. Jleuenue MooCcHO npo6oOUMs 8 CAHAMOPHO-
KYPOPMHLIX Opeanu3ayusx 6 caHamopusx obwjezo npouia 6 KIuMamuyeckou 30He
npodICUBAHUA NAYUEHMA, A MAKJCE HA OANbHEON02UYeCKUX KYPOPMAX.

Llenecoobpasno npoeedenue wikon ncuxonozuyeckou aoanmayuu O3 NAYUEHMO8 C
PHCK.
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5. IlpodunakTHka U qHcnaHcepHoe Ha0JloaeHHe, MEAHIIHHCKHE NIOKa3aHHUSA H

NPOTHBONOKA3aHUA K NPHMEHEHHIO METOA0B npocbunam"mcn

e PexoMenayercsi naMeHTaM NpoBeeHNe NPOGUIAKTHIECKOH 3aMECTUTEIIBHOM Tepanuu
npenaparamd rpynnsl  B02BD  ¢daxTopsl  cBepThIBaHHS KPOBM INpPH NOBTOPHBIX
KPOBOM3NHMAHHSX B CYCTaBbl, PELHIMBUPYIONIHX KPOBOM3JIUAHHSX W KPOBOTEHCHHSIX
Apyroil NOKANIM3alMM, NPH YCJIOBHH, YTO TIeMOpparu4ecKuii CHHAPOM ONpENenicT
NPOTHO3 [UIA 3X0POBBbS M XU3HH NMAIMEHTA M 3HAYUMO HapyIIaeT KaueCTBO €ro JXM3HH
[5,8,11,13,31,37].

Yposeub yGeaureabHocTH  pexomenganuit C  (ypoBeHb  JXOCTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommentapuu:  OCHOBHLIM ~ NpUHYUNOM  Npeoomepaujenuss  603HUKHOBEHUA
2eMOppazuYeckux dnU30006 S6NAEMCS NPOEOeHUe CE0EEPEMEHHOT 3aMeCMUMeNbHOl mepanuy
KOHYeHmpamamu Oepuyumuelx ¢paxmopos.

Ipopunaxmuyeckan mepanus  MOdXCEmM  OCYWECMENMbCA  NOCAe  NOONUCAHUS
uHgopMUpOBanHozo  coanacus  nAYUeHMmMom Wi ez0  3aKoMHbIMU npedcmagumensmu.
Ipogunaxmuyeckoe IneveHue Modcem NPOGOOUMbCA HA  OOMY NAYUeHMOM Ulu  e20
POOCMBEHHUKaMU.

e Pexomenayercs BceM NalMeHTaM MPOBOAUTH OCMOTD MAlMEHTOB BPayOM-TeMaToJI0roM,
BPaYOM-TPaBMaTOJIOTOM-OPTONENOM H BPauyOM-CTOMATOJIOrOM HeE MeHee 2-X pa3 B ron;
OCTAIBHBIMH CIELMATUCTaMH - IIo HeoOxoaumocTH [1].

Yposens yGeaureabHocTn  pexomenganuii  C  (ypoBeHb  XOCTOBEPHOCTH
JI0KA3aTEJLCTB — 5)

KoMMeHTapHu: yerecoobpasio nposedenue oucnancepusayuu nayuenmos 1 pas 6 200 6
CReyuanu3uPoBaHHOM yenmpe HapywieHuil 2eMOCMa3a, ecau yewmp pacnonazaem 00CMamoyHOl
Kaunuxo-naéopamopnoii 6azoii. Jucnancepnoe nabniodenue 3a nayuenmamu ¢ PHCK oonoxcro
grnoYamy.

1. obsizamenen  OUHAMUYECKUU MOHUMODUH2 COCMOAHUS nayuewma ¢

OYeHKOll HaNUYUs HeJNCenamenvHulX SGNeHUll NpU Npo6edeHuy  3amecmumenbHol

mepanuu: nosenenue uHzUGUMOpPa K GaxKmopam ceepmviéanus Kposu, uHousUOyansHaa

HenepeHoCcuUMOCmb npenapamoe, eupycHas KOHMamuHayus, U3MeHeHUs

NCUXON02UYECKO20 UAU COYUANbHO20 Ccmamyca nayuewma, OYEHKA COCMOAHUA

nepughepuyeckoil 6eHO3HOU CUCMEMDL.

2. neyenue ociroxcnwenuti PHCK: xoppexyus Oeguyuma  dicenesa,

UHZUOUMOpOo8.
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3. 6visGNCHUEe U JedeHue conymcmeylowux 3aboneéanuti, o0cobeHHO
3abonesanuii 3y608, nosocmu pma, XKT, JIOP-opzanos, namonozuu cepoesno-

cocyoucmoii cucmembl U Op.
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6. Opranuzanus 0Ka3aHHA MeJHLIHHCKON NOMOIIH
IToxazanus JUIst IUTAaHOBOH FOCIMTATH3ALMH:
1) naHoBOE OmepaTHBHOE JIEYCHHUE.
ITokazaHus U1 SKCTPEHHOH rOCTHTAIM3ALHH:
1) sxu3HEyTpO’Karolee KpOBOTCUCHHE;
2) poBeicHHEe SKCTPEHHOTO ONIEPAaTHBHOTO BMEIIATELCTRA.
[TokasaHus K BRIIUCKE MallMEHTa U3 CTallHOHapa:

1) monuHast OCTaHOBKa KPOBOTEYECHHS
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7. JonoanutenbHas HHopmauus (B TOM uuciae (paKTopbl, BAUsSIIONIHE HA

Hcxoj 3a001eBaHUS HIIH COCTOSIHHSI)

H|gnmenelme Hecne!!nghnqecxnx IreMOCTAaTHYECKHX NPENnapaToR,

HomuMmo crmenuduyeckoit reMocTaTHdyecKOd M 3aMECTHTENIBHONH TepaluM Bpay-
reMaToIOr MOXET HCIONb30BaTh JONOJNHUTENbHBIE JICKapCTBEHHBIE CPEACTBA B JICUCHHH
nanuentoB ¢ PHCK, HanpuMmep, rOpMOHAJIBHYIO TEPANMIO y KEHIIUH C PELHAHMBHPYIOUMMHU
TSKEIBIMH MATOYHBIMH KPOBOTEUCHHAMH.

TpanekcamoBas xuciora** u papyrue aHTHOHUOPUHONMUTHYECKHE CPEACTBA MOTYT
NIPUMEHATHCA I KyITMPOBaHHA MEHOPparuil u JIerkux KpoBOTEUECHUH U3 CIM3UCTHIX 000J104eK,
32 HCKIIOYEHHMEM IIOYCYHBIX KpOBOTEYEHHiIl. AHTUPUOpHHONMTHYECKHE CPEACTBA MOTYT
HCIIONB30BATHCS B MOHOTEPANHN WIH B HONOJHEHHE K KOHUEHTparaM (aKTOpOB CBEPTHIBAHHUS
KpoBU. B ciyuae BBICOKOro pHCKa BO3MOXHBIX TPOMOOTHYECKMX OCJIOXXHEHMH NpHMEHEHHE
aHTHGUOPHHOIMTHYECKHX CPEACTB HEAOMYCTHMO. Ui NpemynpexIeHHs XUPYPrUYeCKUX HIH
aKyIEepCKHX KpOBOTEYCHHI TpaHeKkcaMoBas KHcioTa** noipkHa ObITP HasHaueHa NEpPOpPANBHO
WIH BHYTPHBEHHO HE IO3[HEe, YeM 3a 2 yaca A0 OlNepaludy WIM POHOB I JOCTHXKEHUSA
IHKOBBIX 3HA4YEHHI1 B INIa3Me BO BpeMs NpOBEACHUS MaHUIyIsaLuU. TpaHekcamoBas Kuciora**
JIOJDKHA € OCTOPOXHOCTBIO MCMONb30Barbes omHoBpeMeHHO ¢ KITK m3-3a Bbicokoro pucka
pa3BUTHS TPOMOOTHYECKHX OCJIOKHEHHIA.

Ocobennocru pedunura FIl y pereii.

IMposenennem nedumnura FII y pmereit Moryr OHITB NymNoYHBIE KPOBOTEYEHHS HIIH
kposomanusauuss B I[HC. BaxHo noMHuTh, 4YTO y gAereii B MEpBOM MOJMYTOAMM KH3HH
HopManpHas akTuBHOCTE FII cocraBnser 26-70%. B3pocnsix 3navenmit axtusHocth FII
JOCTHraeT K 6-Meca4HoMmy Bospacry. Heobxomumo npoBeneHue HEOOHOKPATHBIX MOBTOPHBIX
obcnenoBaHuii MalMEHTa MOCHE JOCTIDKEHUS 6-MecsyHoro Bo3pacta. I[lostoMy TO4YHO
yctaHoBuTh auarHo3 nedunuta FII moxno y nerteit crapme 1 roga. B moGoM ciydae mpu
quarHoctuke ymiuHenus IIB y nerelt B 3ToM Bo3pacre moxasaHo Ha3HaueHHE INpenapaToB
putaMuHa K1 [1,20,41,48].

Benenne xenmun ¢ aedpuuurom FII Bo Bpemsi GepemennocTn 1 poxos.

B Teuenne nopmansHO npotekatomeii 6epeMennocTH aktuBHocTh FII cymectBenHo He
MEHAETCI M OOBIYHO OCTAeTCs HEAOCTATOYHOH JUI1 HEOCJIOXHEHHOTO PpOAOPA3pelieHHS Yy
XKEHIMH ¢ ToxensiM aeduuurom mporpombuua. Ilpu aktuBHoctH FII < 20% c wnemsio
IPEAOTBPAILEHHS pa3BUTHSI FeMOPpPArHYECKHX OCNOXKHEHHH B poAax HeoOXOOMMO BBEICHHE
KIIK* B nose 20-40 ME/kr Macchl Tena NauMEHTKH ONHOKpPAaTHO MpH Hadale pOAOBOM

JEeATEIbHOCTH MM IEpel KECapeBBIM CeYeHUEM I JocTikeHus aktuBHoctH FII 20-40%.
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IToBrOpHEIE HHY3UK NpenapaTa NPOU3BOIATCS ¢ MHTEpBaIoM B 48 yacos B nose 10 - 20 ME/kr
Macchl TeNa MalMeHTKH ¢ Lenplo noanepxanus aktuBHoctw FII > 20% B Teyenue, Kak
MHHUMYM, 3-5 [Hel 1oc/e BACHHAIBHLIX pOJoB Win 5-7 nueit mocne xecapesa ceyenus [8). Ilpu
OTCYTCTBHM KIMHHYECKUX NpOsBIECHUH 3a6oneBaHns BO BpeMst GEpEMEHHOCTH 3aMECTHTENbHAs
tepanus KIIK He npoBoauTcs, B ClIydae pa3sBUTHsl KPOBOTEYCHHS Tepamus NPOBOMMTCA IO
o6mum mpuHnunam [49].

OcobennocTH TeYeHHsI THNONPOKOHBEPTHHEMHH Y JIeTeil,

V nosopoxaenusix ¢ gedunurom FVII cymectByer omacHOCT BO3HHKHOBEHHS
croHTaHHBIX Kpopomznauauuit B [ITHC wmu nymounslx kpoBoTeueHMit. JIpyrue mnposBieHus
reMOpparndecKoro CHHAPOMa HexapakTepHel. (Pusuonormueckad axktupHocts FVII npu
poxieHHH coctasiseT 28-104% u focTHraeT HOPMAIBHEIX 3HAYEHHH K 6-MECAIHOMY BO3PacTy.
ITosToMy, OKOHUATENBHBIA AUarHO3 yCTaHABINBAeTCA B Bo3pacTe nocie 6 — 12 mecanes [41,42].

Beenne KeHIHH ¢ THIONPOKOHBEPTHHEMH I BO BpeMsi 6epeMeHHOCTH M POJIOB.

B Teuenne HopMansHO npoTexatomeii 6epemennocty aktupHocTh FVII pusnonornyecku
nopeimaercs. JKenmuuel ¢ ngerkum aedunurom FVII MoryT NOCTHTHYTE K MOMEHTY POJOB
HeoGXOMMMOro reMocTaTHiaeckoro yposHs aktusHoctH FVII Ge3 nposenenus cnenuduyeckoi
3aMECTUTEIIBHOI Tepanuy.

V Gepemennbix ¢ TsxensiM aeduuurom FVII ects puCK pasBUTHA reMopparH4ecKux
ocioxHenuit B poaax. Xenmmunam ¢ aktusHocTeio FVII < 20% nepen nposeneHueM kecapepa
CeUeHUS WIHM ¢ HAyajloM POIOBOil JEATENBHOCTH HEOOXOAMMO INPOBEACHHE 3AMECTHTENbHOI
Tepanuu snTakor ankda (akTMBHpoBaHHBIM)** B no3e 15-30 MKI/Kr MacCH Teja MalUeHTKH
Kaxasie 4-6 yacoB B TedeHHe He MeHee 3-X aHeil. [t BceX OCTaNBHBIX XCHUIMH € JAehHIMTOM
FVII ontakor ansda (akTHBUpOBaHHBHI)** Ha3HayaeTcs TONBKO B Clydae pa3sBUTHA
kpoBoTeueHus cornacHo FVII o6mum npuniunam tepanuu [50,51].

Oco6ennocru Teyenns gedpuuura FX y nereit. ’

V HoBoposxaeHHsIX ¢ Aeduumntom FX Bo3moxHe! kpoousnuanus B [ITHC win mymounsie
xpoBoTedyenns. Pdusnonorudeckas akrusHocts FX npu posnmenuu cocrauser 12-68% n
HOBHIIAETCS K 6-MecsuHoMy BospacTy. Ilostomy OKOHYATE/TBHOE YCTaHOBJIEHHE JAHarHo3a
nedunura FX y HOBOpOKAEHHBIX TpebyeT 0043aTeIbHOr0 CPaBHEHHUS! TI0JyYeHHBIX Pe3y/bTaToB
na6opaToOpHOrO HCCIef0BaHUS ¢ pedepeHCHBIMH HHTEpBaaMu NONMYCTHMEIX B HEOHATAIEHOM
IepHosie 3HAYEHUH H MOBTOPHOrO OOCNEROBaHMA MAlMEHTA IOCHE JOCTHXEHHS 6-MecsIYHOro
Bo3pacTa. IIpu BHIABIEHMH Yy JeTeil NEPBOTO MONYTOAHS CHIDKEHHOH akTHBHOCTH FX mnokasano

HasHaueHue npenaparos Buramuna K1 (rpynna B02BA no knaccuduxamun ATX) [4,19,41-43].
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Benenue sxenmuH ¢ gepuunrom FX Bo Bpemst 6epeMeHHOCTH H PO/IOB.

YV xeummH ¢ axktuBHOCTBIO FX MeHee 30% BO3MOXHBEI npoGiieMBl C 3adaTHEM.
BepeMEeHHOCTE OCJIOXKHSETCA PaHHUMH BRIKAABIIIAMH B IEPBOii TPUMECTpE, TEMOPParH4eCKMMHU
NposIBIEHUsAMHN (Yalle reMopparMyecKMM LHMCTHTOM) BO BTOPOM M TPETbEM TPHMECTPE.
HeoOxoaumeiit yposens FX 10 1 Bo BpeMst GepeMeHHOCTH 0JDKeH OBITh He MeHee 30%.

Hecmotpa Ha ¢msnonormueckoe mopeimeHue aktuBHocTH FX B TeueHue HOpManbHO
nporekatomieii 6epeMEHHOCTH, y KeHINHH ¢ TsokensM aedumuroM FX ero ypoBeHb Kk poaam
OOBIYHO OCTaeTcsA HENOCTATOYHBIM JUIs OOeCHeYeHHs HOPMAJIBHOrO remocrasa. JKeHmmHaM ¢
aktuBHocThi0 FX < 30% B TpeteM TpumecTpe OepeMEHHOCTH C HaJM4yUeM B aHaMHe3e
KpOBOTedeHHii 0 OEpeMEHHOCTH, a TaKXKe Iepel NMpoBeAeHHEM KecapeBa CEYCHHs C HayajioM
pOIOBOit IeATeNbHOCTH HeoOXomuMo npoBefeHue 3aMectutenbHoi Tepanuu KITK: #¢akropos
ceepteiBanns kpoed II, VII, IX u X B xomOuHauum [nmpoTpoMOHHOBBI KoMiutekc]** wmm
¢dakropoB ceepreiBanus kpoBu II, IX um X B kombunauuu** (BHe 3aperucCTpUpOBaHHBIX
nokasanuii ws aereit — 3¢ $eKTHBHOCTH U 6€3011aCHOCTh HEAOCTATOYHO U3yyeHHl) B no3e 20-40
(FIX) ME/kr maccHl Tena MauuMeHTKH M ZOCTHKeHHS akTHBHOCTH FX > 40%. Hanoueitmue
nHdy3uu #KIIK nporoasrcs ¢ unTepBaioMm B 24 yaca B no3e 10-20 (FIX) ME/kr maccs Tena
NALMEHTKH B TeYEHHE, KaK MHHUMYM, 3-X OHeH c uenpio momnepxkaHus aktmBHoctH FX He
menee 30% [8,46,47,52].

IIposenenne JabopaTopHbIX HecadeA0BAHUI.

JlaGopatopHble aHaMM3Bl JIEKAT B OCHOBE QUArHOCTHKH M KOHTPOJSA y NAlMEHTOB C
PHCK. TpeGoBaHus Kk yCIOBUAM U TEXHHKE 0TOOpa 00pa3ioB U BHITOJIHEHHS UCCIIEAOBAHHIt He
OTJIMYAIOTCA OT CTaHAApTHHIX. BaxHBIM acnekToM NaGOpaTOpHBIX MCClENOBaHHil sBIseTCS
y4JacTtHe B cucTeMe KOHTpoins kadectBa. IIpu auarnoctuke PHCK ontuMansHo yyacTBOBaTh He
TONBKO B TOCYJapCTBEHHOH, HO W B MEXIYHAapOAHOH CHCTEME KOHTPOJiI KadecTBa
nab0opaTOpHBIX HCCNeNOBaHUH, OXBaTHIBAIOLIEH OCHOBHEIE KOAryJoJIOTHYECKHE MapaMeTphl
[10,14,17,18].

Bakuunauus.

IMamuentst ¢ PHCK Moryr 6pITh BakuuHMpoBaHEL. OCOOEHHO BaXXHO INpOBENCHHE
BakuMHauMH or renarura B. Ilpm BakumHaumu mnpeanodreHHe OTHAeTCS OpAJBHOMY WIH
MIOJIKO’)KHOMY BBEICHHIO MpEnapaTa, 10 CPaBHEHHIO C BHYTPUMBILIEYHBIM WIH BHYTPHKOXHBIM.
Ecnu mns manHoi#i BakIuHBEL JOCTYNEH TOJNBKO BHYTPUMBIMLEYHEIH NYTh BBEAEHUS, HeoOXoauma
3aMeCTUTENbHAs Tepanus A MNpeNOTBPAlICHUA pa3sBUTHS TIeMaToMbl. B aToM ciydae
3aMECTHTENBHYIO TEPaNHIO NPOBOJAT HakaHyHE BakUMHAUUW. B JeHp BakUMHaUMH BBEICHHE

npenapara He pekoMeHayeTcs. Hesb3st npoBoAMTs BAKUMHALIMIO BO BpeMs KpoBoTeueHns [8].

N
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O0yueHHe NALHEHTOB H WICHOB HX ceMeii.

OGydyeHue NAUMEHTOB W WIEHOB HX ceMell — HeoOXoauMoe YCJIOBHE OOecreyeHHs
anekxBarHoil moMonm OonbHEIM ¢ PHCK. O6yuenue HauMHaercsa cpasy IOCIE YCTaHOBICHHSA
JIMArHo3a U MPOBOIMTCS Ha IIOCTOSHHOH OCHOBE BpavyaMM M MEIHIIUHCKHMH CECTPaMH LEHTPA, B
KOTOpoM Habmomaercs manueHT. OOydeHHe NPOBOAMTECA HMHIMBHAYAIBHO NPH IOCCIICHHU
HeHTpa H B pamkax mkoss! nanuenta ¢ PHCK.

OcHOBHEIE HamnpaBlneHHs: o0yueHHs MalMeHTa M WieHoB ero cempH: 4to Takoe PHCK,
ocoGeHHOCTH 3a60J€BaHMs B JIETCKOM BO3pacTe, HaBHIKH OLEHKH COCTOSHMS pebeHKa, HABBIKH
OLICHKM CHMIITOMOB, XapaKTepa U TSDKECTH KpOBOTEYEHHs, XpaHEHHE H MCIOJIb30BaHHE
KOHIIEHTPaToB ()aKTOPOB CBEPTHIBAHHUA KPOBM, NMOKAa3aHHA M JO3Hl 3aMECTHTENBHON TEpamuy,
HaBHIKM IIPOBeAEHHs WHGY3UM B JOMAIIHUX YCIIOBHAX, YXOJ 3a BEHaMH, IPUMEHEHHE IpYrux
reMOCTaTHYECKHX IMIpernaparoB, ¢usnuyeckas aKTHBHOCTb, ICHXOJIOTMYECKas M COUHAalbHAsA
ajanrauus, npodeccuoHanbHast OpUEHTALH, IOPUANYECKHE aCIIEKTHL.

IToMuMo Bpadeii U MececTep K 00Yy4IEHHIO MALIHEHTOB M WICHOB MX ceMei HeoOX0NuMo
TIPUBJIEKATH IICHXOJIOrOB, IOPUCTOB M YWIECHOB OGIIECTBEHHBIX OpraHH3alMid, MPEACTaBISIONNX

HHTCPECHI OGOJIBHBIX C HapyIIEHUAMH CBEPTEIBAHHS KPOBH.
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Kpurepuu oueHKH Ka4yecTBa MEAHUHHCKOI NOMOIIH

2

Kpn’repvm Ka4yeCTBa

[YpoBeHb
rxocmBepHocm

[TOKa3aTCIILCTB

YpoBenb
yOeauTeNbHOCTH

[peKOMeHaauuit

HaIIHCHTy C IOAO3p€HHEM Ha TI'CMOPPArH4CCKHE
COCTOSHHS BBIIONHEH OOmHUH aHamu3a KpOBH, B TOM

CJI€ HCCIICAOBAHHE YPOBHS Tp0M60HHTOB B KPOBH

[ManvedTy ¢ NOZO3pEHHEM Ha TeMOpparHyecKuel
COCTOSIHHS BBHIMTOJIHEHA KoarynorpamMma
(OpHEHTHPOBOYHOE HCCIIeOBaHHE CHCTEME]
reMocTasa), Bmwéalomax olnpeneneHue
AKTHBUPOBAHHOIO YacCTUYHOrO TPOMOOILIaCTHHOBOIO
BpeMeHn (AUTB), nporpombunoBoro Bpemenu (IIB),
TpoMOuHoBoro  BpeMeHH  (TB),  KoHueHTpauuu
¢ubpunorena (nmo Kiayccy), BpeMeHu KpOBOTEUEHHS]
(BK) cranmapTH30BaHHBIM METOAOM M  IIOACYET]

KOJTHYECTBA TpOM6OI.[HTOB o ®onuo

[ManueHTy ¢ BBIIBIEHHBIMM Ha IIEpBOM  JTalle
HapyleHusIMH reMocTasza (yBenuuenne AUTB w/uny
[1B, nHopManeHsie TB u ypoBeHp ¢uGpuHOreHa)
BBINIOJIHEHB! OIpe/ieSIcHHe akTUBHOCTH (aktopa V B
CBHIBOPOTKE KPOBH, ONpeeiecHHe aKTUBHOCTH (haxTopal
VII B cHIBOpOTKE KpOBM, ONpPEACICHHE AKTHBHOCTY
q)axfopa VIII B cBIBOpOTKE KpOBH, OINpeneneHHe
axTuBHOCTH (aktopa IX B CBIBOpOTKE KpOBH,

onpezeneHue akTHBHOCTH (akTopa X

[TaruenTy co cHmxeHHoif axkrtmBHocThiO FII, FVII,
wum FX mnposeneHa MOJMEKYNApHO-reHeTHYECKas

TMarHOCTHKH HapyIIeHHi COOTBETCTBYIOMEro ¢akTopa
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IIpunosxenne Al. CocraB paboueii rpynnsi no pa3paéoTke H nepecMoTpy

KIIHHHY€CKHX PCKOMEHIA 11771

3o3yas Hapexna HBanoBHa, nm.H., OI'BY «HMUI] remaromoruu» Munsapasa Poccun,
Mockga, HanoHansHoe reMarojIoruueckoe 001mecTBo

Ceupun IlaBea BsauecnaBoBu4, I'BY3 r. MockBel «Mopo3oBckas AerckKas ropojckas
KIMHHYeckas OonpHuna JlemaprameHta 3apaBooxpaHeHHsi ropoaa MockBe», MockBa,
HannonanbHoe 001ecTBO JETCKHX FeMaToJIOrOB U OHKOJIOTOB

Kapxos ITaBen AnekcanapoBmuy, aM.H., ®PI'BY «HMHUIL{ IIFOU mm. [Imutpus PoraueBa»

Mumnzapasa Poccun, Mocksa, HanuonanbHoe o0miecTBo JETCKHX reMaToJIOroB M OHKOJIOTOB

KOHQJ‘IHKT HHTEPECOB: aBTOPLI HE HMCIOT KOH(bJII’IKTa HHTEPECOB.
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IIpunoskenue A2. Meromosiorust pa3padoTkH KJIHHHYECKHX PEKOMeHIAMii

ge.rleaan AVAUTOPHA TAHHBIX KJIHHHUECKHX |geKomeng!aqnﬁ:

1. Bpauu-remaronoru

2. Bpauu-neauarpsi

3. Bpauun-tepanesthl

4. Bpauu-xupypru

5. Bpauu-croMaTonor’

6. Bpauu-oTonapuHrosoru

7. Bpauu-TpaBMaToN0rH-0pTONEAb
8. Bpaun-akymepsi-rHHEKOJIOTH

MerToanl, HCI0b30BaHHbIE 151 cOopa/cesieKIIHH A0KA3aTeIbCTB:
e [lonck mybnukanuii B CHEUATH3UPOBAHHBIX MEPHOAMYECKHMX II€UYATHBIX HM3JAHHUAX C
ummnakt-gaxropom > 0,3.
¢ Jlonck B aNEKTPOHHBIX 6a3axX JAHHBIX.
Ba3bl AaHHBIX, HCNOIB30BAHHBIX JUIS cO0pa/cesIeKIHH A0KA3aTeJIbCTB:
JlokasaTensHoi Ga3oil JUIs peKOMEHIAIMii SBJIIOTCSA MyONMKALKMH, BoeqmHue B Ga3sl
nansix PUBMED, MEDLINE, Kokpanoeckoit 6u6nuorexu. ITonck mpoBoawics Ha riayOHHY
6onee 20 ner.
MeToabl, HCNOJIL30BAHHDIE AJIS AHAJIH3A I0KA3aTeNAbCTB:
e O630ps MeTa-aHAIM30B, PaHIOMU3HPOBAHHBIX MPOCNEKTUBHLIX KOHTPONMPYEMBIX
NEPEKPECTHHIX KIIMHHYECKUX UCCIIeI0OBaHUIA.
e OO030ps1  ONYyOJMKOBAaHHBIX MCCIENOBAaHMH  CIy4ai-KOHTPONbL HIM  KOTOPTHBIX
j HCClIeI0OBaHMUM.
{ ¢ Cucremarnueckue 0630pHI ¢ TaOMHIIAMH JOKA3aTEIbCTB.
! e MeToabl, HCIOIL30BAHHBIE AJISI KAYECTBA H CHJIBI [I0KA3ATEILCTB:
‘ ¢ KoHceHcyc KCIepTOB;
e OneHKa 3HAYMMOCTH JOKA3aTeJBCTB B COOTBETCTBUM C pEHTHHIOBOH cHCTeMoi
yOeauTeNEHOCTH H0Ka3aTeNbCTB.
MeTononorus pa3paboTKH peKoMeHIAIHi:
Onucanue MemoOuxu ananu3a doxazameascms u pazpabomxu pexomeHoayuti
Mpu orbope n&GnuKaunﬁ, KaK MOTEHIHAIBHBIX HMCTOYHHMKOB JIOKA3aTEINbCTB,
HCIIOJIb30BAHHAS B KAXIOM HCCIEAOBAHHM METOJOJIOrHs IOJDKHA OBITH H3yueHa A TOro,

qT06H Y6EIUTECA B COOTBETCTBHM €€ NPHHIMIAM JOKa3aTeJIbHOH MEIMUMHBL Pesymbrar
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H3y4YeHHUs] BIMSET HAa YPOBEHb MOKA3aTENPHOCTH, IIPUCBAHBAEMBI NMyOJHKalUH, YTO B CBOIO
odepenib BIMSAET Ha CHITy BHITEKAIONIMX U3 Hee peKOMEHIalHiA.

Merononoruueckoe usyuenne ¢pokycHpyercs Ha 0COBEHHOCTAX Au3aiina HCCJIEJOBaHUA,
KOTOpbI€ OKa3bIBAJIN CYIIIECTBEHHOE BIIMsHUE HA Kaqécmo pe3yabTaTOB U BHIBOJOB.

C uenpl0 HCKIMOYCHUS BIHAHUA CYOBEKTHBHHIX (aKTOPOB KKIOE HCCIEHOBAHUE
OLICHNBAETCS, KaK MHHUMYM, ABYMS HE3aBUCHMBIMHM WWICHAMH aBTOPCKOIO KOJUIEKTHBA.
Pa3nuuns B oleHKe OGCYKIAIOTCSA HA COBEMIAHMAX pabodeil IPYNIEI aBTOPCKOrO KOJLIEKTHBA
JaHHBIX pEKOMEHAanuii.

Ha ocHoBanuu ananmu3a [oKa3aTenbcTB pa3paboTaHbl  pasgensl  KIMHHYECKHX
peKoOMeHAaUHil C OLEHKOM CHIBI B COOTBETCTBHH C PEUTHHTOBOM CHCTEMOH rpaganmii
JI0Ka3aTeJIbHOCTH peKoMeHAanuil (npuiioxenue 2).

Mertoanl, Henoab30BaHHBIE JJ18 (POPMYJIHPOBAHUA PeKOMEHAaNMil:

e KoHceHCyc aKCnepTOB.
e OneHka 3HAYUMOCTH PEKOMEHIALMH B COOTBETCTBUHM C PEHTHHIOBOH CHCTEMOIA

rpagaumii 10Ka3aTelbHOCTH pEKOMEH Al i

MertonoJiorust BAJTMAH3ALMH PeKOMEHIAIuii:

Memoodwvr eanuousayuu pexomenoayuii:

e Bxemmnss skcnepTHas OLEHKa.
e BHyTpeHHss KCIIEpTHAs OLIEHKA.

Onucanue memoouxu eanuou3ayuy pexomMeHoayuii:

PexoMeHpanum B npeaBapuUTENbHOM  BEpCHHM  PEUEH3UPYIOTCA  HE3aBUCHMBEIMHU
OKCIIEpTaMH,  KOTOPBIX  MNpPOCAT  NPOKOMMEHTHPOBaTb,  HACKOJBKO  Kaue€CTBEHHO
HHTEPNPETHPOBAHBl JIOKA3aTENbCTBA M pa3paboTaHbl peKOMeHOanuH. Takke NPOBOIAMUTCH
SKCNEepTHAS OLCHKA CTHIIA M3JI0KEHUS PEKOMEHAAUUH U UX JOCTYIHOCTH JUIS TOHHMAaHHUS.

IIpenBaputensHble BepcHM pEKOMEHIAUMH NpPEACTaBIAIOTCS JUIL  OOCY:KIEHHMS Ha
Hay4YHBIX remaronorudeckux kondepenuusx HamuoHamsHOro remMaronornyeckoro oblecTsa
sacenanusax [IpodmnbHoit xomuccunm mno I'emaronormu, PaGoueit rpynmel mo paspaGoTke
KIMHMYECKMX  peKoMeHOauuii  ['eMaTtonmormdeckoro  HayyHOro  IEHTpa,  BEAYIIMMH
cnenuamicTamu npodunsHex PenepanbHBIX HEHTPoB PD 1 npakTHYeCKMMH BpadyaMH.

Hsyyarorcss KOMMEHTapuH co CTOPOHBI Bpadeii-reMaToNIoroB aMmOy/IaTopHOro H
CTallHOHAPHOrO 3TAallOB B OTHOIIEHHWH JOXOAYMBOCTH M HMX OLIEHKH BRXHOCTH PeKOMEHAALHIA

KaK paﬁoqero HHCTPYMCHTA NOBCEAHEBHOM IIPAKTHUKH.
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3ameyaHuss M KOMMEHTapWH, TOJy4YeHHblE  OT  OKCINEPTOB,  TILATENBHO
CHCTEMATH3NPYIOTCA M OOCYXIAIOTCS aBTOpPCkMM KojutektBoM. [Ipu HeoGxoaumocTH
NPOBOAMTCS BHECEHHE M3MEHEHHH M JIONONHEHHUI B TEKCT PEKOMEHALHH.

Oxonuare/IbHAs pefaKIus:

JInd OKOHYATENBHOM pemakuM¥ M KOHTPOJIA KayecTBa pPEKOMEHIALMH MOBTOPHO
AHATM3UPYIOTCS WICHAMM aBTOPCKOTO KOJUIEKTHBA, /i TOATBEPKACHUA TOro, 4TO BCE
CYIECTBEHHbIE 3aMeYaHus M KOMMEHTAapMH OJKCNEPTOB IPUHATHL BO BHHMMAaHHE, DHCK
CHCTEMATHYECKHX OMHNOGOK NpH pa3paboTKE CBENEH K MUHHMYMY.

OxoHuaTenpHas pefaKuus KIMHUYECKHX DPEKOMEHJAaUMii  pacCMaTpHBAIOTCA U
yTBepxaaoTca Ha 3acefanuu IIpodunsHoii komuccnn no I'ematonoruu, PaGoueit rpynnet mo
pa3paboTKe KJIMHHYECKHX peKoMeHJauuii I'eMaTonornyeckoro Hay4HOro LEHTpa, H B
3aKJIIOYEHHH, HA KOHTpecce (Che3le, IUIeHyMe) HallMOHATBHOTO reMaToJIOrH4€eCKOro o0IecTsa.

Taéanna 1.11Ikana oueHKH ypoBHe# JOCTOBEPHOCTH JokasaTenbeTs (Y ) MeToaos

JIMAaTHOCTHKH (IMarHOCTHYECKHX BMEIIATENbCTB)

Yia Pacmndposka

1 CucteMaTnyeckue 0030pH UCCIIENOBAHHI ¢ KOHTpoJieM pedepeHCHEIM METOAOM HWIH
CHCTEMATHUYECKHii 0030p paHAOMH3HPOBAHHBIX KIMHHYECKHX HCCIEMOBaHHHA C

IIPpUMCHCHHUEM MCTa-aHajin3a

2 OraensHBle MCCIEAOBAaHHMA C KOHTpONeM pedhepeHCHBIM METOAOM WM OTACHLHEIE
PaHIOMHM3MpPOBAHHBIE KIMHMYECKME MCCIECNOBAHMS H CHCTEMAaTHYecKHe 0030pHI
HCCeNoBaHuil JII0O0ro u3aiiHa, 3a HCKIIIOUEHHEM PAaHAOMH3HPOBAHHLIX KIHHUYECKHX

HCCNIeIOBaHUi, C IIpUMCHECHHUEM ME€Ta-aHaJI3a

3 UccnenoBanus 6e3 MOCHENOBATENBHOrO KOHTPONSA pedepeHCHBIM METOAOM HWIH
uccienoBanus C pedepeHCHHIM METONOM, HE SABJIAIONIMMCA HE3ABUCHUMBIM OT
HCCIEAYEMOTO METOAA WIH HepaHAOMH3MPOBAHHBIEC CPABHHMTENBHEIC HCCIIEIOBAHUS, B

TOM YHCIIC KOIOPTHBIC HCCICIOBAHHA

4 HCCpaBHKTCJIBHLIC HceaeaoBaHusl, ONTHCAaHUEC KIIHHUYCCKOTO Cliy4das

Nmeercs numb 000CHOBaHNE MeXaHU3Ma ACHCTBUS WIH MHEHHE JKCIIEPTOB

Ta6anna 2.11Ikana oneHKH ypoBHeii JocToBepHOCTH Aoka3arenbets (Y [{)ana metonos
NpoQHIAKTHKY, JedeHUs U peabunuTanuy (PpodHIAKTHIECKHX, eueOHbIX, peaGHIUTallMOHHBIX

BMEILIaTe/IbCTB)

101 Pacmudposka

1 | Cucremaruueckuii 0630p PKH ¢ npumenenneM meta-ananusa
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2 Otnensusle PKU u cucrematudeckue 0030pel HMccienoBaHmii moboro amsaiiHa, 3a

ucxmoyenneM PKH, ¢ npuMeHeHneM MeTa-aHanm3a

Hepaﬂnomusupoxsanuue CPaBHHTEJIBHBIE UCCIICNOBAHHSA, B T.9. KOTOPTHBIC UCCIICAOBaHNA

4 Hecpaauurem;ume HCCNIENOBaHHA, ONMUCAHHE KIIMHHYCCKOro ciyvas UJIH CEpUH CIIy4aes,

HCCJICAOBAHUA ((CHy‘Iaﬁ-KOHTPOHL »

5 | AMeerca nume 00OCHOBaHHE MEXaHM3Ma JEHCTBUS BMEIIATENLCTBA (NOKIHHHYECKHE

HCCJIClIOBaHI/I}I) HJI1 MHCHHC JKCIIEPTOB

Tabsuna 3. Illkana omeHkn ypoBHeilt yGemutenpHOCTH pexomeHpaumii(VYVYP) s
METOOB TNpOoQMIAKTHKH, IMArHOCTHKM, JiedeHus H peabunurauuu (MpodHIAKTHYECKHX,
JMarHOCTHYECKHX, JieueOHBIX, peaOuIMTalHOHHBIX BMEUIATENBCTB)

YYyP Pacmudporka

| A CuneHad pexoMmeHOauMss (Bce paccMaTpUBaeMble KpHTepHH 3((eKTHBHOCTH
(ucxompl) SABIAIOTCA BAXHBIMH, BCE HCCIEAOBAaHHUS HMMEIOT BBICOKOE WM
\
| YIOBJIETBOPHTEIBPHOE ~ METOJONOTHYECKOE  KauyeCTBO, HMX  BHIBOABI  IIO
\

HHTCPECYIOUINM HUCXOaaM ABJLIIOTCA COl"JIaCOBaHHBIMI/I)

B YcnoBHas pekoMeHAanus (He Bce paccMaTpuBaeMble KpHTepHH 3¢deKTHBHOCTH
| (ucxompl) SBIAIOTCS BAKHBIMM, HE BCE HCCICAOBAHMS MMEIOT BHICOKOE WIIH
YZOBJICTBOPHTENBHOE METONOJIOTMYECKOE Ka4deCTBO H/WIM MX BBIBOABI 10

HHTCPECYIOUINM HCXO0daM HE ABJIIAIOTCA COT. HaCOBaHHLIMH)

C Crnabas pexomeHnauus (OTCYTCTBHE HOKa3aTeNbCTB HaJUIEKAIEro KauecTsa (BCe
paccMaTpuBaeMble KpUTEpHH 3((eKTHBHOCTH (MCXOABI) ABISIOTCS HEBAKHBIMH,
| BCE HCCIENOBAaHUA MMEIOT HH3KOE METOMOJIOTHYECKOEe KaueCTBO U X BBIBOJBI 110

HHTCPECYIOMUM UCXOaaM HE ABIAKOTCA COl"JIaCOBaHHBIMPI)

Hopsanox oOHOBIEHNS KIHHUYECKHX PEeKOMeNIaNuii,

MexannsM  OGHOBIEHMA  KIMHMYECKHX  DPEKOMEHNAUMH  NpemycMaTpMBaeT — HX
CHCTEMATHYECKYIO aKTYaIH3alMIO — HE PEKE YeM OAMH pa3 B TpH rofia,a TaKKe MpH MOSABICHUH
HOBBIX JIaHHBIX C NO3HIHH JOKa3aTeJbHOH MEIULUMHEI [0 BONPOCaM AMArHOCTHKH, JICUEHHS,
NpoQHNaKTHKM M peabHIMTAUMH KOHKDETHBIX 3a00JIeBaHUi, HAIMYHM OGOCHOBAHHEIX

JonoJHeHHit/3aMeuanniit k paHee yrBepskA€HHBIM KP, Ho He yame 1 pa3a B 6 Mecsles.
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Ipunoxenue A3. CnpaBo1HbIe MATEPHAIbI, BK/JIIOYasi COOTBETCTBHE
NOKa3aHHii K NPUMEHEHHI0 H MPOTHBONOKA3aHHH, CIOCOO0B NPUMEHEHHA H
1103 JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKIHH M0 NPUMEHEHHIO
JIeKAapCTBEHHOTr0 NMpenapara

Her.
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Ilpuiaoxenne b. Anropurmsl AelcTBuii Bpaua

Maustent ¢ nojo3penmem na
PHCK

Huarnoctuka

A 4

Her

Jlnarnos noarscpaack

[Tpoaomaims ysarnocTiycexit
TIOHCK B PAMKAX JPYTHX BOIMOAKHLIX

3aboacsaniii
v Y
Hedmuer FVII Jedmnusr FIVFX
ITaasmarmacexiii KIK
FVIUIFVIa

Ecte wacro~
perLuBHpyIon e
CcronTannLc
FCMOPPArMUCcCKue
MN130114?

Ipodunakmiruccxoc
acucuie

y

Her naasmarnucexoro
FVILtFVIla?2

Her

Npoaoaa
wiasmarnisaccxum FVIVFVIIa

JAa

Tepanus no Tepanus no
TpcGosanino TpeGosamitio Taxc10¢ TeucHC
+. +- wan onipr
autudubpuio- aimidupinso- FX <2-5%/FI1 < 1%?
JUTHYCCKRHC JIUTHYHCCKHC
npenaparu npcnaparu
Ipodunaxmitueckoe
acucnmne
KINK/AHKK
HNpoaozairs repamino KITK/AHKK

Her KNNK/AHKK?

+/- anruubGpunoanTiticekise

npenaparst

Jlucnanceproe P

nabnoacnue
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Ipunoskenne B. Undopmanus Aasg nauueHTa

IMamaTka ana naguentos ¢ PHCK

B ocnose neuenus nanuenros ¢ PHCK nexur cnemuduyeckas 3aMeCTHTENbHAA TEPATUA
npenapaTamy, coaepaluMu AedUUUTHBIA (CHIKEHHBIl M OTCYTCTBYIOMHIA) dakTop
cBepThIBaHUA KpoBH. OfecnedeHHe STUMH mpenapataMd U 00y4eHHe MX NPUMEHEHHIO
nauueHToB U uwieHoB ceMeii GonpHbIXx PHCK sBnsioTCd NPHHIMNHMAIBHO BaXHBEIMH
3aflayaMH B opranu3anuu nomomu 6onsaeiM PHCK.

JUia OCTaHOBKM KPOBOTEUEHHI JOMKHA NPUMEHATHCA 3aMECTHTENbHAA Tepanus
KOHIIEHTpaTaMH ()aKTOpOB CBepTHIBaHMS KpoBH. Ilpum nposeneHun cnenupuuecKoi
3aMECTHTENbHON TEPamMM  NpEINOYTEHHE JOKHO OTHABAThCS  MCTOJB30BAHHIO
PEKOMOMHAHTHBIX HJIM BBHICOKOOYHMIICHHBIX BHPYCHHAKTHBHPOBAHHBIX IUIa3MAaTUYECKHUX
KOHLIEHTPaToB (aKTOpOB CBEPTHIBaHMS KPOBH 110 oTHOmeH o K C3I1.

B otnomenuu namuentoB ¢ PHCK, torma, xorma BO3MOXHO, JO/DKHA IPOBOAMTHCS
crpaterus noMamiHero JedeHHs. OCHOBHBIMH 3JIEMEHTaMM CTPAaTErHH  SBJIAIOTCA:
HalHYMe y MallHeHTa TeMOCTAaTHYECKHX MpenaparoB (IpenapaT HaXOAMTCA TaM XK€, THe
HAlHEHT), PellicHHe O MPHUMEHEHUH reMOCTaTHYECKOro Npenapara NpHHUMAET MalHeHT
WIM €ro POACTBEHHHKH B COOTBEICTBHHM C PEKOMEHIAUMAMH IeMaTojora, MalHeHT H
(unu) ero poACTBEHHHUKH.

HeobxomuMo cpasy mnpumeHaTs 3¢deKTuBHBE - T03B1 KOHIEHTPAaToB (paKTOpoB
cBepThiBaHMd. Tepamus HEZOCTATOYHBIMHM J03aMM HE IO3BOJIMT  OCTAHOBHTb
KpOBOTEUEHHE, NPUBEIET K MOTepe BPEMEHH, HapaCTaHHIO TeMOPParnYecKoro CHHapoMa
1 HeOOOCHOBaHHOMY PacXoJly IOPOTrOCTOSILETO Npenapara.

I'eMOCTaTHYECKYIO TepanMio HEeOOXOAMMO HadHMHATh KaK MOXHO paHbplle (1o
BO3MOKHOCTH B TEYE€HHE IMEPBBIX 2-X YacoOB MOCiE IOJIYYEHHA TpaBMEI, Hadana
KPOBOTEUEHHS WM MOSBAEHHA MNMEPBHIX CYOBEKTHBHBIX NPH3HAKOB KPOBOM3NIMSAHHSA),
N03TOMY OCHOBaHHEM JUIs Hayajga TepanuH MOTYT OBITE CYyOBLEKTHBHBIE OILYIUEHHS
nauvenra Wi ¢axr TpaBMeL JKenaTenbHO OCTAaHOBHUTH KPOBOTEYEHHE HIM
KPOBOM3/THSHHE IO Pa3BUTUSA 3HAYHMBIX KIMHUYECKUX NPOSBICHHIA.

JleueHne NETKUX U CpelHUX KPOBOTEUEHHH MODKHO MPOBOAUTHCHA HA JOMY NALHEHTOM
WIH €ro pPOACTBEHHHKaMH B COOTBETCTBHM C peKoMeHpmauusaMu remaronora. Ilpu
PasBHTHH JXKU3HEYTPOXKAIOLIETO KPOBOTEYEHHS! TEPaNus JOJDKHA OBITh HauaTa KaK MOXHO
pasbine (Ha IOMY) H NPOJOJDKEHA MOJA HaOMIONCHMEM IeMAarojiora CTAlMOHAPHO HIH

amOynaropHo.
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7.

8.

9.

Kiro4yeBBIM acneKkToM yJydlIeHHs] COCTOSHHS 30POBbs M KaYECTBA XKU3HU NPH JICUCHUH
PHCK sBnsiercs npenoTBpamieHne KpOBOTEYECHHUil: reMapTpO30B, YTPOXKAIOMIMX XKH3HH
KPOBOTEYECHHt M KpoBoM3musHUii (B LeHTpanbHylo HepBHylo cucremy (IITHC),
“xenynouno-kumeynsti Tpakt (OKKT), ap.).

Bce mnammentst ¢ PHCK pomxsbl OBITH 3aperucTpHpoBaHBl M HaOmMIOZaThesl B
CIIEUMATM3UPOBAHHOM LIEHTpe. Y NMalMEHTa WM Bpadyeil, K KOTOPEIM OH o0pauraercs,
KPYIJIOCYTOYHO JOJDKHA GBITH BO3MOXKHOCTh KOHTaKTa C reMaToJIOrOM, HMEIOIMM OIBIT
JedeHHs OOJIBHBIX C HApYIIEHUSIMH CBEPTHIBAHUS KPOBH.

Habmonenue u nevenne mnamuentoB ¢ PHCK nomxHO npoBoauTecs rpynmoit
CIIEHATUCTOB Pa3InyHOro npoduis, BKIOYaloUIel reMaronora, neaMarpa, opTronena,
cromarojiora, ¢usuorepanenra, Bpaya JIOK, ncuxonora, umeromux omeiT paboTH C

60NBHBIMH C HapymICHHUIMH CBEPTBIBaHHA KPOBH.

10. OcMOTp nanMeHToB remMarojJoroM H CTOMAaTOJIOrOM JIOJDKEH IMPOBOAUTECS He MeHee 1-ro

paza B roa; OCTAIbHBIMH CIICHHANIUCTAMH - 110 HeoOxoauMocTH. OOBIYHBIE OCMOTPEI
croMarojiora H YHCTKa 3)’60B MOryT HIpOBOIHUTHCS 6e3 3aMecTUTENbHOIH TCpanun

¢axTopamu.

11. Ins GonpHeix ¢ PHCK BaxHO coOmioneHue THIMEHBI MOJIOCTH PTa, YTO IOMOTaeT

NpeNOTBPAaTUTL pa3BUTHE NMApPOAOHTO3a M Kapueca. Ui 4yucTKU 3y60B HEOOXOMHUMO

HCIOJIB30BATh MATKYIO 3yOHYIO LIETKY.

12. IIpx CTOMATOIOrHYECKMX MAHUMIYJIALUAX MECTHAS aHECTE3US Y MALUEHTOB C TDKEIBIMH

u cpeanetsokensiMu ¢opmamu pedpunutos FII, FVIL, FX nomkHa npoBOAUTHCS TONBKO

nocJie BBejieHus cneluduieckoro KoHleHTpara ¢akropa CBEpTHIBAHHS.

13. Ilpu oka3aHHM CTOMATOJIOTHMYECKOIi MOMOIIM BXKHO TECHOE B3aMMOJCHCTBUE XHpypra-

cToMarosora M Bpada-reMaroyiora. YaaneHue 3y0a WIH XUPYpPrHYeCKUE IPOLEIYpHI
JOJKHEl BBHIMOJNIHATECA NMOX CTPOrMM KOHTPOJIEM TIE€MOCTaza M IOCje KOHCYJbTalluh

reMarojJiora.

14. HpI/I NpOBEACHHH CTOMATOJIOTHYCCKUX . IIpOLCAYP BO3MOXXHO NPUMCHCHHC

TpaHEKCaMOBO#t KHCIOTH** win Apyrux aHTHGUOPHHOMMTHYECKHX CPEJCTB C LENBIO
YMEHBIIEHHS HEOOXOOHMMOCTH B 3aMECTHUTENBHON TepanmuH KOHIEHTpaToM (akropa.
B03MO0XHO HCIIONB30BaHHE MECTHBIX I€MOCTATHYECKHX IMpenaparoB IMOCIE YAAICHHS

3y60B.

15. HpH OGIIII/IpHBD( CTOMATOJIOTHYICCKHUX IIpoLeaypax (Hanome}me IIIBOB, MHOXXCCTBCHHAA

JKCTPAaKIIUA 3y603) MOXET MOHANOOUTHCS rOCITUTATIU3AIHS ITAUEHTA B CTanoHap.
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16. IManuenTtam ¢ NopaxkeHHeM 3JEMEHTOB ONOPHO-ABUTaTebLHOTO anmnapara: HeoOX0aMMO
JOJITOCPOYHOE JieueHHe TMOBPEXACHNH cycTaBoB M Memm, M (yHKUHOHANBHAS
peabuuTanus.

17. O6s13aTenbHO  BHIBIEHME M JIeYeHHE COMYTCTBYIOIMX 3aboneBaHuif, 0co6eHHO
3abonesanuit 3y6oB, nonocty pra, XKKT, JIOP-opranos u ap.

18. lo Hauana moOBIX HHBA3UBHEIX TpoLeAyp HeoGXOMMMO BBeJIcHHE KOHIIEHTpaTa dakTopa
CBEPTHIBAHMA KPOBH WM HPUMCHEHHE HecnelHn(HYecKHX NpenapaToB (HHIHOHTOpPOB
$ubGpuHONHM3a) B 3aBHCHMOCTH OT BBIPOXEHHOCTH Jedunmura (HakTopoB CBEPTHIBAHHS
KpPOBH.

19. Cnenyer uzberats BHyTPUMBIIIECYHBIX HHBEKIHH U IIYHKLHH apTEpUH;

20. Cnemyer  MOOWIPSTH  pETryJSIpHBIE  3aHATHS  GUM3HYECKMMM  YNIPaKHEHHUSAMH,
CIIOCOOCTBYIOIIMMH  Pa3BHUTHIO MYCKYJNaTyphl, 3alllUTE€ CYCTaBOB M  YJIYYLICHHIO
¢u3MUECKOro COCTOSHUS (HAIpUMeD, JiedeOHas THMHACTHKA, IIaBaHHE, TEPPEHKYD).

21. IMauuenTr! MOMKHB H30erath CUTyalni, CBA3aHHBIX C BHICOKMM DHCKOM TpPaBM, B TOM
qucIe 3aHATHS KOHTAKTHEIMH BHIAMH €JHHOOOPCTB, UIP C TSDKEIIBIM MAYOM, 3aHATHHA Ha
CIIOPTHBHBLIX CHapsnax, u T. A. [Ipu pemenun Bonpoca 0 BO3MOXKHOCTH 3aHATHS TEM HIIH
HHBIM BUJOM (DU3HYECKOMN JeATENbHOCTH HEOOXOMMMO YUHTHIBATh THKECTh 3a00eBaHuUA.

22. MMaumentaM  cnemyer  Bosgepxarscss oT  npumeHenus  HIIBII,  ocoGenno
aueTwicamuuuiaoBoif kuciaotel. C 1enpto 006e300guBaHHs BO3MOXHO IIPHUMEHCHHE

napaneramoJia.
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HMpunoxenne I'l-I'N. Illkanb! olieHKH, BONPOCHHKH U ApPyrHe oOlleHOYHbIe
HHCTPYMEHThbI COCTOSIHHSAl NAIIHEHTA, NPHUBEJEHHbIE B KJIHHHYECKHX

PEKOMCHIAHAX

Her
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