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Cnucok cokpameHui

AUYTB - akTHBUPOBaHHOE YACTHYHOE TPOMOOTUIACTHHOBOE BpeMSI
AUKK - aHTUMHTHOUTOPHBIN KOATYJISTHTHBIN KOMIUIEKC

BK — Bpems kpoBOTEUCHMI

KKT - xeny104HO-KUIIICUHbIA TPAKT

KIIK — xoHIIEHTpaT MPOTPOMOMHOBOTO KOMILJIEKCA

MKBb-10 — mexxnynapoHas kinaccudukamnus 6onesneit 10

MHH — mexnyHapo/iHO€ HeaTEeHTOBAHHOE HAUMEHOBAHUE

MPT - maraHuTHO-pE30HaHCHAsE TOMOTpadust

HIIBII - HecTepouHbIe MPOTUBOBOCIIATUTEIbHBIC MTPENApaThI
I1B - mporpoMOMHOBOE BpeMs

PHCK — penkue HapylieHusi CBEpThIBAHUS KPOBHU

C3II - cBexe3amMopokeHHas I1a3Ma

T® - TkaHeBO# dakTop

TB - TpoMOHHOBOE Bpems

[HHC - uentpanbpHas HEpBHas cUCTEMA

FIl - dbaktop cBepThiBanus kpoBu 11

FVII - ¢pakTop cBepThiBanus kpoBu VII

FVIII - dpakrop cBepThiBanus kposu VIII

FIX - dakTop cBepThiBaHus KpoBH X

FX - dakTop cBepThIBaHHS KPOBU X

ISTH - Mexnynaponnoe ObmiectBo mo Tpom6o3y u 'emocTazy
PFA — ananusarop ¢yukuuu tpombonutos (platelet function analyzer)
rFVIla - pekomOuHaHTHBIHN pakTop cBepThIBaHUS KpoBU VII akTHBHPOBAaHHBIN
VWEF- dakrop Bunnebpanna
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BBenenue

K penkum Hapymenusim cBepthiBanust KpoBu (PHCK) oTHOCST MOHOTE€HHBIE KOaryJjomnaTHH,
BbI3BaHHbIE JCPUIIMTOM IJIa3MEHHBIX OEJIKOB, YYaCTBYIOUIMX B FeMOCTa3e, HE OTHOCSIIUECS K
6ose3nn BumteOpanga u remodpunun A wim B. PHCK BkiroyaroT HaciaeICTBEHHBIE Te(DUITUTHI
nin aHomanuu (pubpuHorena, nmporpomoOuHa (dakropa II), ¢pakropoB cBepTHIBaHHS KPOBU V,
VII, X, XI, XII, XIII. Bce 3Tu HapyIIeHus B TOJABIISAIONIEM OOJIBIIMHCTBE CIIy4aeB NMPUBOIAT K
HapymeHusM GopmupoBanus GudpuHa.

[Ipuunnamu pazButuss PHCK sBisgercs, Kak MpaBWio, PEIECCUBHOE HACIEIOBAHHUE
YHHUKQJIBHOIO HapyILICHWs] WM PEOKHX HYKICOTHIHBIX M3MEHEHUH B TI€HaX, KOJUPYIOLIMX
KOaryJsiiMOHHbIe (aKTOpbl, WIM B 0Oelkax, HEOOXOAUMBIX [UIl IOCTTPAHCIIALUOHHBIX
mMoudukanmii 1aHHbx GaktopoB. PHCK nambonee pacnpocTpaHeHbl B STHUUECKUX TPYIIAX, B
KOTOpBIX THPUHATHI  ONM3KOPOACTBEHHbIE Opaku, BCIEJACTBUE OOJIbIIEH  BEPOSTHOCTU
TOMO3UT'OTHOTO HOCUTENILCTBA JIe(eKTa reHa.

Onyo6nukoBanusle onucanus PHCK 1o HegaBHero BpeMEHHM HCTOPUYECKH COCTOSIIU U3
UCCJICIOBAHUM CIy4ail-KOHTPOJb WJIM MAaJOYHCIECHHBIX KOTOPTHBIX HccleaoBaHuil. OpHako, B
TedeHue mnocieaHux 10 Jer mosBHIOCH HECcKoibko crnenmduyeckux peructpoB (European
Network of Rare Bleeding Disorders, Peyvandi et al, 2012; the North American Rare Bleeding
Registry, Acharya et al, 2004; RCD-Registries: Herrmann et al, 2006, 2009; Ivaskevicius et al,
2007; Bernardi et al, 2009), no3BomuBmmx ynyuamuth mnoaumanne PHCK. Co3manue
MmexayHapoaHoi 6a3el PHCK cnioco6cTBOBaIo onpeesieHrIo YeTKUX JIa0OpaTOPHBIX KPUTEPUEB
Tsokectn OonpimmHcTBa PHCK, koTopbie Obumu paszpaboTaHbl Mo Sruaoi MexayHapoaHOTro
O6mecta mo Tpom603y u 'emoctazy (ISTH) B 2012 roxy.

HacaeacrBennbliii nepuunt ¢paxkropa ceeprbiBanus kposu II (runonporpomounnemust)
- reMopparu4eckoe 3a0o0ieBaHue, XapaKTepU3YIOIeecs] CHUKEHUEM aKTUBHOCTH IPOTPOMOMHA B
IiasMe,  BO3HHUKAIOUIUM  BCJEJICTBUE  T'EHETHMYECKUX  JePEeKTOB,  00YCIaBIMBAIOIINX
KOJIMYECTBEHHbIE  (TUIONPOTPOMOMHEMHSI) MJIM  KAa4eCTBEHHbIE  (JUCIPOTPOMOMHEMUS)
HapymeHus (akropa cepteiBanus kposu II (FII). Hacnenyercst mo ayrocoMHO-pelieCCUBHOMY
tuny. PacnpoctpaneHHoCTh B OosbIIMHCTBE cTpaH cocTtasisier 1:2 000 000.

FIl — »T0 rnukomnporena, KOTOpbIil 0Opa3yeTcs B neueHu B pucyrcTBuu ButamuHa K. [lox
BIUSHUEM aKTUBHpOBaHHOTO ¢akropa cBepThiBanuss X (FXa) B uHunmmpyromeit dase
KOaryJSIIMOHHOTO  Kackaja M MNpoTpoMOMHA3HOro Komiuiekca (aza ammuinduxaimm)
OpOTPOMOUH TMpeBpaiaeTcs B TpoMOuH. TpomMOWH, B CBOIO oOudepellb, aKTUBHPYET Ipyrue
IUIa3MEHHBbIe  (PAKTOpbl CBEPTHIBAHUS M TPOMOOLUTBH C KOHEYHBIM (HOPMHPOBAHHUEM
¢ubpunoBoro crycrtka. Kpome TOro, TpoMOMH y4yacTBYeT B aKTHUBAallMM WHTUOMTOPOB
CBEPTHIBAHUS U B PEryJsiuu GUOpUHOIN3A.

Hepumur FII obOycnoBnen wmyrauusimu reHa F2, komupyromero mnporpomOuH. He
CYIIECTBYET TPSIMOW KOppemsiiuu Mexay reHotunom F2 wu  ¢enHorunmom 3aboseBaHUs.
I'emocTtatnueckn nocrarounbiii ypoBenb FII coctaBiser okono 40%. Ilepuon nomyBbIBEneHUS
FIl — oxomno 60 gacos.



HacnencrBeHHblit aeduuur (paxTopa CBEPTLIBAHUSA KPOBH vl
(TMIIONIPOKOHBEPTHHEMHSI) - TeMOpPparHyeckoe 3a00JIeBaHHE, BO3HUKAIOLIEE BCIIEACTBHE
TeHETUYECKU 00YCIIOBIIEHHOTO CHWKEHUS aKTHMBHOCTH (akTopa cBepThiBanus kposu VII (FVII)

B a3me. HacnemyeTcst mo ayTocOMHO-peliecCCHBHOMY THUITY. PacnpocTpaHeHHOCTh COCTaBIISET
1:300 000—1:500 000.

®usnonornyeckas posb FVII 3akirodaercs B MHUIMALUU MPOLECCAa CBEPTHIBAHUSA B 30HE
MOBPEXJICHHUS COCYAUCTON CTEHKH. B KOMIUIEKce ¢ TKaHEBBIM (haKTOpOM akTUBUpOoBaHHBIN FVII
aktuBupyer FX u FIX, yuactBytomue B renepanuu tTpomOuna. Ilepuon nomyseiBenenust FVII
cocraBisieT 4—6 4YacoB, JAOCTAaTOYHBIH IeMOCTaTHUYECKUH ypoBeHb — He MeHee 10%. Ilpu
TSDKEJIBIX TPaBMaX KIMHWYECKH 3HAYMMOE KPOBOTEYEHHE MOKET pa3BUThCA IpH ypoBHe FVII
oonee 20%.

HacaencrBennsniii gegpuuur ¢akropa cBepTbIBAaHMA KpOBH X - T€MOPpAarnyeckoe
3a00J1€BaHKe, BO3HUKAIOILEE BCIEACTBUE T€HETUUYECKH OOYCIIOBIEHHOIO KOJIMYECTBEHHOIO WU
KadecTBeHHOro Jedekra FX, mpuBomsmiero K CHWXKEHHIO akTuBHOCTH FX B muiasme.
Hacnenyetcs mo ayrocoMHO-peniecCuBHOMY TuIly. CpenHsisi pacIpOoCTpaHEHHOCTh 3a00JIeBaHUS
coctasssiet 1:1 000 000 [1].

AxtuBanus FX npoucxoauT B MHULMMpYHOIIEH (a3e CBEPThIBAHHWS KPOBU MPU Y4acTUU
KOMILIEKca TKaHeBO# (hakrop — axktuBupoBaHHbd FVII 1 B daze ammudukanum ¢ TeHa3HBIM
komiuiekcoM. AxktuBupoBanHbiil FX (FXa) u ero xogakrop, ¢pakrop cBepThiBaHus V, BXOAST B
CcOoCTaB IMPOTPOMOMHA3HOIO KOMIUIEKCA, KOTOpbI axkTuBUpyeT mpoTpomOuH. [lepuon
nonysbiBeeHuss FX cocraBimser 30—50 yacoB, OOCTaTOYHBIM T'€MOCTATHYECKUN YpPOBEHB!
KPOBOTEUCHHS HE HAOIIOA0TCS Y JIUII ¢ aKTUBHOCTBIO FX > 40% [1].

Kaacenpurxanus

CymectByer 3 dopmbl 1spkectd PHCK B 3aBucumoctu ot aktuBnoctu FII, FVII, FX,
omnpenensieMoit tadboparopHo (Tadm.1).

Tadoauna 1. ®opmel PHCK no crenenu tsxecTn

o dopma 3ab0s1eBaHUSA
axTop Cij TRIBAHI (1o akTUBHOCTHU (PaKTOPOB CBEPTHIBAHUS KPOBH, %0)
KpPOBHU
P TSDKeTas CpeIHe! TSHKECTH JerKast
Fll HE OTpeernseTcs <10% > 10%
FVII <10% 10 - 20% > 20%
FX <10% 10 — 40% > 40%

Tsoxensiii nepunut (GaxTOpoB, KaK MPABUIIO, CBA3AH C Pa3BUTHEM TSDKEIBIX CIOHTAHHBIX
KPOBOTEUCHHI/KPOBOUBIUSHUN. YMEpEHHBI ~ AePUIIUT (PAKTOPOB TPOSBISIETCS B BHJE
JIETKUX/YMEPEHHBIX CHOHTAHHBIX M TMOCTTPABMATHYECKHX OAMH30/0B KpoBOoTeueHuiu. Jlerkue
bopmbl gepuiuTa HakTopoB B OOIBITUHCTBE CIIyYacB MPOTEKAIOT OECCHMITOMHO [2].



Kinunuyeckue npusHaku

Tunmuaeivu st PHCK  aBasitoTcsl  KpOBOTEUCHMS/KPOBOM3IUSHUS, BO3HUKAIOIIUE
CIIOHTAaHHO  WJIM  BCIEJACTBHE TpaBMBl. [ 'eMOpparuyecKuidi CHHAPOM  TIPEICTaBIICH
KPOBOTEUYCHHUSAMH M3 CIU3UCTHIX (HOCOBBIC, ICCHEBBIC, JIYHOUKOBBIC), SKXMMO3aMH, FreMaTOMaMHt
MATKHX TKaHEH Pa3IMYHOMN JOKAIHM3allii, KPOBOTEYCHUSIMH BO BPEMs U IOCJIE XHUPYPTUYECKUX
BMEIIATEIbCTB, MEHOpPPArusiMu, TEeMaTypHs MU, pEXKe — KpPOBOUBIIUSAHUSIMU B CYCTaBbl
(remaptpo3amu). Kpome Toro, mpu 3HAUYUTENbHBIX JepuiuTax (HAKTOPOB y MAlMEHTOB
OTMEYAIOTCS JKU3HEYTPOKAIOIINE KPOBOTCUEHHS, K KOTOPBIM OTHOCATC [3]:

e KkpoBoTeueHus/kpoouzusnus B LIHC;

e kpoBoTeueHus/kpoBousnusaus B XKKT;

® KPOBOTEUEHHUS/KPOBOUBIHSIHUS B IICIO/TOPIIO;
¢ 3a0pIOIIMHHAS TeMaToMa.

[Tpu runonporpomOunemMun ¢ aktTuBHOCTBIO FII < 10%, kak mpaBmio, oTMedaroTcs Oosee
TSDKETIBIE KPOBOTEUEHHUsSI IO CPAaBHEHUIO C KpOBOTeueHUsAMH, npu akTuBHOCTH FII > 10%
Han0oJiee TUMTUYHBI JICTKHE U YMEPEHHBIE KPOBOTEUEHUS U3 CIM3UCTHIX 000si04eK. [larmeHTs! ¢
aktuBHOCTEIO FII MmeHee 4% He onmmcaHEbl.

Jns nucopoTpoMOMHEMHM XapakTepHa ciafas B3aMMOCBSA3b MEXIY KIMHHUYECKUM U
nabopatopHbiM (eHoTHnaMu 3abojeBaHUSA. Y TeTepo3UroTHBIX Hocutenei nedunura FII B
OonpIIMHCTBE chyyaeB omnpenensercs aktuBHocTh FII B mpegemax 40-75%, Ttedenue
3abosieBanus OeccumnTomMHoe [4].

[Ipy runonpokoHBepTUHEMUU NpUOIU3UTENEHO B 60% ciydaeB TedeHHE 3a00JIeBaHUS
06ecCUMITOMHOE, ¥ MTOBOAOM JUIs IUAarHOCTUKHU SIBJISETCS CilydaifHOe OOHapyKeHUE YBEINYEHUs
[1B. Kposousnusuue B LIHC peructpupyercs y 3-10% nauuenrtosn ¢ nedpunnrom FVII.

Tsoxenple KpoBoTeUeHUs Hanbosee xapakTepHsl pu akTuBHOCTH FVII < 1%. V nanuenros
¢ aktuBHOCThIO FVII > 1% oTmeuaroTcs, Kak NMpaBUIO, YMEPEHHBIE U JIETKUE KPOBOTEUEHUS U3
CIIM3UCTBIX 000J0YEK WIM OecCUMITOMHOE TeueHue 3aboneBaHus. OnHAaKO B psjie CiIydaeB
PETUCTPUPYIOTCS TSKEIIbIE MPOSBICHUS T€MOPPAarHyecKoro CUHApPOMA y JIMI[ ¢ aKTHUBHOCTBIO
FVII > 20%, 4ro roBOpUT 00 OTCYTCTBUU NPSAMONW KOPPENSALUU MEXIy KIUHHUYECKUM HU
nabopaTOpHBIM (PEHOTHUTIOM 3a00JIEBAHHUS.

VY rerepo3urotHsix Hocutened naedpunura FVII B OONbIIMHCTBE cilydyaeB OMpeeisercs
aktuBHOCTh FVII B mpenenax 40-60% ¢ 6eccuMnTOMHBIM TeueHHEM 3abosieBanus [5, 6].

[Tpu nedumure FX Tsxkenble KpoBOTEUEHUS HauOoliee XapaKTEpHBI sl MAlMEHTOB C
akTUBHOCTBIO FX < 10%. YV mauuenToB ¢ aktuBHOCTBIO FX > 10%, kak nmpaBuiio, oTMe4arOTCst
YMEpPEHHBIE M JIETKHE KpPOBOTEYEHHUS W3 CIU3UCTBIX 000J0YeK, KPOBOTEUEHHUS TIOCIe
XUPYPTHUECKUX BMEIIATEIHCTB WU OECCUMIITOMHOE TedeHHue 3aborneBanus. KpoBomznusiHus B
ITHC, xpoBoreuenus wu3 causucteix JKKT, remaprpo3sl oTMedaroTcsi y NalMEHTOB C
akTUBHOCTBIO FX < 2%. Tem He MeHee, B pslie CllydaeB PErUCTPUPYIOTCS TSHKEIIbIE TTPOSIBICHUS
reMOpparu4eckoro cuHapoma y null ¢ aktuBHOCThIO FX 0,1 - 39%, uro yka3piBaeT Ha



OTCYTCTBHE TMPSIMOW KOPPENSAIMH MEKAY KIMHHYECKAM W JIabopaTOpHBIM  (DEHOTHIIOM
3aboseBanus [7].

Y rerepo3uroTHeix Hocutenen nedunura FX B OONBIIMHCTBE CiydaeB aKTHBHOCTh FX
cocraBmsieT okoio 50%, u posiBICHUI 3a00ICBaHMS HET.

JInarmocruka

Huarnoctuka PHCK HaumnaeTcs co cOopa MEpCOHAILHOTO M CEMEHHOro aHamHes3a
reMopparudeckoro cuaapoma. Ilpu cOope anamnes3a 3a0o0jieBaHUS PEKOMEHIYETCS BBISICHSTDH
HalIu4yue >Xajno0 Ha JIerKo TMOSBISIONIUECS HKXMMO3bl W TIeMaTOMbl B pPAaHHEM JIETCTBE,
CIIOHTaHHBIE KPOBOTEUEHUS (B TOM UKCIIE TEMATOMBI Pa3IMYHON JIOKAIU3ALUK, KPOBOTCUCHUS U3
CITU3UCTHIX ), JUTUTEIIbHBIC KPOBOTECUEHHS [TOCIIEC TPABM HIJIM XUPYPTUYECKOro BMeaTe/ibeTa [8].

[TpumepHo y 2/3 GONBHBIX HET YKa3aHHM HA TeMOpPPAruvyecKue MPOSBICHUS y OIU3KHX
poacTBeHHUKOB. HeoOxomumo oOpaiiaTh BHUMaHUE Ha HAJM4KUe TeMOPPArndecKuX MposiBICHUN
B HEOHAaTaJIbHOM TMepuojie B BHJE KedaroreMaroM, BHYTPHUUEPENHBIX KPOBOU3IUSHUH,
KPOBOTOYHMBOCTH U JUIUTEIBHOM 3a)KUBJIEHUHU IYIIOYHON PaHKH; y TPYJIHBIX J€TeH — SKXHMMO30B,
HE CBSI3aHHBIX CO 3HAYMMOMN TPaBMOM, FEMATOM MSATKUX TKaHEH 1ocie He3HAUUTEIbHBIX YIINOOB
win crnoHTaHHbiX [9]. BaxHo oOpamiaTh BHMMaHHE Ha HECOOTBETCTBUE BBIPAKCHHOCTH
FEMOpPPAaruuyecKuX TMPOSBJICHUN TSKECTH TMPEAIISCTBOBABIICH TpPaBMbl, HAa PELMIUBBI
KPOBOTEUYEHH MOCTIE MEPBUYHON OCTAHOBKH, HE CBA3aHHBIC C TIOBTOPHON TPaBMOM, MaCCHUBHBIE
W/WIH MHOXXECTBEHHBIE T'€MaTOMbl, CHCTEMHOCTh T€MOpPPArn4ecKux MPOsSBICHUN (IIPOSBICHUS
pa3INyYHOl JoKanu3anuu). Y UL, ¢ He3HAYUTENbHBIMH JehuiuTaMu (HakTopoB CBEPTHIBAHUS
KpPOBU KPOBOTEUEHHS]I MOTYT OTCYTCTBOBaTb JO TEPBOM TpaBMbl WU XUPYPrHUYECKOTO
BMeraTenscTBa. COop *kajmo0 W aHaMHE3a I03BOJIUT OIpPEAeNuTh 00beM 00cCieq0BaHUS
MalKeHTa.

JlabopaTopHasi JMarHOCTHKA

Hns nmarnoctukn PHCK  o00s3arensHO  TPOBENECHHME TMOATAMHOTO  J1abOpaTOPHOTO
KOaryJjioJIOrH4ecKoro  uccienoBanus. [loaydyeHne MakCUMalbHOIO KOJIMYECTBA JaHHBIX
CHocoOCTByeT BepU(pUKALMU TUArHO3a U UCKIIIOUEHUIO MPUOOPETEHHBIX NePUIUTOB (PaKTOPOB
ceeprbiBanuss kpou II, VII, X, a Ttakxke wHCKIIOUEHHIO AEPUIMUTOB JpYrux (HaKTopoB
CBEPTHIBAHUS KPOBH.

[lpy mono3peHuH Ha TreMopparuvyeckue COCTOSHHS TMEpPBBIM 3TanoM JabopaTOpHOMH
JTUArHOCTUKU  SBJIIETCS  KOAryJOJIOTUYECKUH CKPUHUHI, TPU KOTOPOM  ONpEeaessercs
aKTHBUPOBAHHOE YacCTHYHOEO TpomOomiactuHoBoe BpemeHs (AUTB), mporpombuHOBOE
Bpemenst (IIB), tpom6unoBoe Bpemens (TB), xonmnenrpamus ¢ubpunoreHa (mo Krayccy),
BpemeHst kpoBoTeueHusi (BK) crannmaptuzoBaHHbIM MeTOqOM (Hampumep, mo AWBH WIH C
npuMeHeHneM aHanuzaropoB PFA-100, PFA-200) u koiundecTBo TpomOonuToB o ®onwuo [10].
[TokazaTenu ckpuHUHTOBBIX TecToB I aeduiuta FII, FVII, FX npeacrasiens: B Tabmuie 2.



Tabauna 2. CKpUHUHIOBbIE KOAryJ10J0ruyeckue Tectbl s auarioctuku PHCK

[TapameTpsl Hedunur FII Hedbumut FVII Hedbunut FX
KOaryJorpaMMel

AUTB YBenuuenue Hopma YBenuuenue
I1B YBenuuenue YBenuuenue YBenuuenue
TB Hopma Hopma Hopma
YpoBeHnb Hopma Hopma Hopma
¢dbubpuHOTrEeHa

Ecnu BeisiBieno yBenuuenue [1B, mpoBoauTcst BTOpoW 3Tall AMArHOCTHUKH: OIPEICICHUE
aktuBHOCTH (akropos I, V, VII, IX, X, VIII, TecT Ha BOTYaHOUHBIN aHTHKOATYJSHT, aHAIHU3
(GyHKIMHA TPOMOOIIMTOB U aKTUBHOCTHU (hakTopa BusieOpanna [2].

Huarno3z PHCK cuuTtaercss yCTaHOBJIEHHBIM IPU BBISIBIIEHUHU HU30JIMPOBAHHOTO CHUKEHUS
aKTUBHOCTH cooTBeTcTBYIOIMX (hakTopoB — FII, FVII unu FX.

[Tpu mrobom ymnuHenuu [IB HEOOXOAMMO HCKIIOUMTH BCE BHUIBI MPHOOPETEHHOTO
nedunuta (GakTOpoB MPOTPOMOMHOBOTO KOMIUIEKCA, B IEpPBYIO oOuepenb OOYCIOBICHHBIC
TSOKEJIONM  MATOJIOTHEH  TeYeHH, MEXAaHWYECKOM IKeNTYyXOW, TOKCHYECKHM JIeWCTBHEM
AHTUKOAryJIsSsHTOB ~ HEMPSMOTO  JEWUCTBUA, UUPKYIUPYIOUUMH  aHTU(OCHONIUTHTHBIMA
AHTUTEIIAaMH,  JOHIOTCHHBIM  JnedunuroM  BuTamuHa K,  TSOKembiMH — WMHQEKIUSIMU,
OHKOJIOTHYECKOTO 3a00JI€BaHUAMH, CUCTEMHBIM aMHJIOMJ030M U HE(DPOTHUECKUM CHHIPOMOM

[11].

Tpernil 3Tanm OWAarHOCTUKU - TNPOBEJIECHUE MOJEKYJISIPHO-TEHETUUYECKON JMAarHOCTUKU
mytaruit reros FlI, FVII, FX.

PexoMenyercs 1uisl yTOUHEHHUs MarHo3a U nposesieHus auddepeHanbHoN 1MarHoCTUKA
C IpYTMMH 3a00JIEBaHUSIMH C BO3MOXHBIM HAJTMUYUEM FeMOPParu4eckoro CUHIAPOMA.

I/IHCprMCHTaJIBHaH AUArHOCTUKA MO3BOJISCTCA BU3YAJIM3UPOBATH
KpOBOTe‘{eHI/Iﬂ/ KPOBOUBJIUAHUA PA3JIAIHBIX J'IOKaJ'II/I3aI_[I/II71, a TaKXKC BbBISIBUTH OCJIOKHCHUA,
PpasBUBLICCCA BCIICACTBUEC ICMOPPATrnICCKUX HpOHBJ’IGHHﬁ. I1o mmoxazaausM MMPpOBOAATCA
CJICAYIOIINC O6CJ'IC,[[OBaHI/I${. ITo mokazanusam IMPOBOAUTCH:

e H30(haroracTpo/1yoIEHOCKOIIHSI,

®  yIBTPa3BYKOBOE HCCIIEOBAHUE CyCTaBa,

® yIBTPa3BYKOBOE HCCIIEIOBAHNE OPTAaHOB OPIOIITHOM MOJIOCTH,

®  yIbTPa3BYKOBOE UCCIIEIOBAHUE MOYEBBIBOISIINX ITYTEMH,

®  yIBTPa3BYKOBOE HCCIIEIOBAHNE OPraHOB MAJIOTO Ta3a,

®  yIBTPa3BYKOBOE HCCIIEIOBAaHNE 3a0PIOIIMHHOTO MPOCTPAHCTBA,
® MarHUTHO-pPE30HAHCHas ToMorpadus cycTaBa, MATKUX TKaHEH,
® MarHUTHO-PE30HAHCHAs TOMOTpadus TOJOBHOTO MO3Ta,

e pentreHorpadus cycrana,
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® KOMIbIOTepHas ToMorpadus OpraHoB IPYIHOM KIETKH,
e KOMIBIOTEpHast TOMOTrpadus TOJIOBHOTO MO3Ta,

® PUHOCKOIHMS 3HAOCKOIIUYECKas,

® PEKTOPOMaHOCKOIIHUS,

®  KOJIBIIOCKOIMS,

® TUCTEPOCKONHUS,

®  KOJIOHOCKOIIHWAI.

Jl1g moATBEpKAEHUS HATMYUS TEMOPPAruYECKUX MPOSIBICHUN (MJIM UX MTOCIEACTBUIM) TaKkke
PEKOMEHYETCsl IPOBEICHNE KOHCYIbTALMY CIIENUAIACTOB. [0 oKa3aHUsAM BO3MOKHBI
KOHCYJIbTALIVU:

e TPaBMaTOJOTa-OpPTOIE/A
e XHpypra

e ypoiora

e HEBpoOJIOTA

e  OTOPHHOJAPUHIOJIOTA

e CTOMATOJIOTA

VY yactu OOJBHBIX MOTYT OBITh BBIIIOJIHEHBl HMHTETPAIBHBIE TECTHl OIIEHKH TeMOCTa3a:
TpoMOOAMHAMHKA, TpoMOolnactorpadusi, TecT TeHepanuun TpoMOuHA. LlemecoobpasHo
BBINTOJIHEHNE HWHTETPAITBHBIX TECTOB B CIy4ae HEBO3MOXXHOCTH IPOBENICHHS MOJHOIEHHOTO
JIBYX3TAITHOI'O KOAryJoJOTHYECKOr0 HCCIEOBAaHUs, a TakXe B HEKOTOPbIX Ciydasx Julsd
KOHTPOJIA 3a IPOBOJUMON TEepaIUEH.

Kpurepun amarnoza PHCK, He3aBHCHMMO OT HaJMuusg TeMOPPArMvyeckoro CHHApOMa B
NIePCOHATIBLHOM MIIH CeMeHOM aHamHese [2, 12]:

® OTCYTCTBHUE JIaHHBIX O HAJMYUU TPHOOpPETEHHOro aeduiuTa (PaKTOpOB CBEPTHIBAHUS
KpOBU;

e wus3onupoBaHHoe cHkeHue akTuBHOCTU FI/FVII/FX Huxe 50%;

e Hammuue myrtanui resos FII, FVIL, FX.

Juarno3 nacnencteenHoro PHCK ycranaBnuBaeTcsi Ipyu HaJdWMuuMU HE MEHEE JBYX U3 TpeX
BBILICTICPEYUCIICHHBIX KPUTEPUEB.

Jleuenune

OcnoBotii neuenus nanuentoB ¢ PHCK sBnsercs cnenuduueckas 3aMecTuTeNbHAas Tepamus
npernapaTamu, CoJIepKallluMu 1eUIUTHBIN (CO CHUKEHHBIM KOJIMYECTBOM MIIH
OTCYTCTBYIOLIHIT) (haKTOp CBEPTHIBAHUS. 3aMECTUTEIbHAS TEPANsl IPOBOAUTCS KakK MO (aKTy
KpOBOTEeUeHHS (110 TPEOOBAHMIO), TAK U MPOPHIAKTHIECKH IPU TSDKENBIX (hopMax 3a00s1eBaHusl.
Pacuer 10351 ¥ peXKMMBI BBEICHHSI ITPENapaToB MpecTaBieHbl B Tadiuiax 3 u 4 [12].

[Tpu HacnencrtBenHoMm nepunute FII pekomenayercs nposesieHue crennuuueckoit
3aMEeCTUTENIbHON Tepanuy HEaKTUBUPOBAaHHBIMU IpenapaTami, conepxkamumu FII. Ctporo
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PEKOMEHIyeTCSI UCIIOJIb30BAHUE TUTA3MATHUECKUX OYHMINEHHBIX BUPYCUHAKTHUBUPOBAHHBIX
KOHIIEHTpaToB IIpoTpomMOuHoBoro komruiekca (KIIK).

KIIK BBOnsATCS BHYyTpHMBEHHO. B HacTosiiee Bpemst B PD 3apeructpupoBansl 2 npenapara
KIIK, conepxammue FII: KIIK, conepsxamuii paktopsl cBeprhiBanus kposu I, VII, IX, X B
koMOuHanuu (mporpomouHOBBINA KoMIuiekc) u KIIK, comepxaruii ¢pakTopbl CBEpTHIBAHUS
kposH II, IX u X B komOunauu.Mcnons3yercs 6omtocHas HH(Y3Us CO CKOPOCTBIO,
pexoMeH1oBaHHOM mponsBoauTesieM. AKTUBHOCTH KIIK, 00bIdHO, yKa3bIBAETCSI 10 AKTUBHOCTH
conepxamierocs B HuX ¢akropa ceeproiBanus kposu IX (FIX). [Toaromy, HeoOxo1umo
OTZEIBHO yTO4HATH conepxkanue FII, koropoe ykaseiBaercs B mHcTpykuuu. Kak npasuno, KIIK
coJiepkaT NpuOIM3UTENbHO paBHOE konudecTBO FIX u mpu pacuere 10361 U CXEMBI
3aMECTHTEIIBHON Tepanuu HeoO0xoauMo yuuThiBath, uyTo BBeAeHUue 1 ME FII Ha 1 xr macchl Tena
MalyeHTa nmoskimaetT akTuBHOCTH FII, B cpeanem, Ha 2% (BoccranoBineHnue aktuBHoCcTH FII -
TecT BoccTtaHoBieHus = 2). [lepuoa nonyseiBenenus FII cocraBnser oxono 60 yaco. Takum
obpa3om, ctanaaptHas TepaneBtudeckas no3a KITK 20-30 ME/kr maccel Tenna naruenTa (31ech
u ganee pacuer rno FIX) noseimaer aktuBHOCTH TiazmeHHoro FII 1o 40-60%. Y manueHToB ¢
AKTHBHBIM KPOBOTEUYEHHEM 3TOT MOKA3aTeNlb MOKET ObITh MEHBIIIE.

[Tpu TsKENBIX KPOBOTEUEHUSIX UITH OOJIBIINX XHUPYPTrHUYECKUX BMEUIATENLCTBAX Y
nanuenToB ¢ Aedunurom FII KITK Haznagaetcs B ctapToBoii Hacklmaromiei goze 20 - 60 ME/kr
MAacchl TeJa MalueHTa ¢ MOCIeAYIOUMMI MOBTOPHBIMHU HH(]Y3usaMu mipemnapata B 1o3e 10 - 30
ME/Kr Macchl Tea mayenTa ¢ MHTepBaiaMu B 24 - 48 4acoB sl TOCTHIKEHUS U TTOIJICPKAHUS
aktuBHocTH FII > 20%.

[Tpodunaktuyeckoe geueHue namnueHtam ¢ aepuuurom Fll HazHauaeTcs ¢ nenbo
MPEAOTBPALIEHUS PA3BUTHS T€MOPPATNYECKOTI0 CUHIpOMA MPU HATTUYUH MEPCOHATBHOTO WIH
CEMEMHOro aHaMHe3a TSHKENIOTr0 KIIMHUYECKOTo (peHOTUTIA 3a00TIeBaHUS HIIU TIPH CHUKEHUH
aktuBHOCTH FII < 1%. KIIK BBOAMTCS B H03€e 20 - 40 ME/Kr Macchl Tea mammueHTa ¢
UHTEPBAIOM B 5 - 7 IHEH ¢ 1enbio qocTikeHus aktuBHoctH FI1 > 10% [13].

CBeneHuii 0 BO3MOXHOM BO3HUKHOBEeHMH ajutoaHTuTel K FII He nMmeeTcs.

B cnyuae nenocrynHoctu KIIK Bo3MokHO Hcnionb3oBaHue kapaHTHHU3UpoBaHHOM C3I1 B
no3e 15-25 Mi1/Kr Macchl Tenna MalueHTa, MOBhIIaroei ia3MeHnyto akTuBHOCTh FII 1o 30-
40%. Ucnonb3oBanre C3I1 BO3MOKHO B UCKIIFOUUTENIBHBIX CIYYasiX U HE JIOJKHO SBISATHCS
IIOCTOSIHHOM IPAaKTUKOM.

J1st KynmupoBaHMs JIETKMX KPOBOTEUEHUH WM B Cllydae MPOBEAEHUS MaJIOTro
XUPYPrU4eCcKOro BMEIIaTeNbCTBA y MalueHToB ¢ AedunuroM Fll HasHaueHue TpaHekcaMoBOA
KHUCTOTHI B 103¢ 15-20 mr/kr maccel Tena nanuenTa uin 1,0 T x 4 pa3a B CyTKU.

[Tpy TUIONPOKOHBEPTUHEMHUH JJISI KYITUPOBAHUS WM IPEIYIPEkKACHUS KPOBOTCUSHUN
pPEKOMEH/1yeTCsl IPOBEICHUE CIIEU(PHUECKON 3aMECTUTEIBHOM TEpanuy ClIe yIOUMMH
npenapaTamu: a3MaTnieckuM KoHueHTpatoM FVII (HeakTHBUPOBaHHBIM), 3MITAKOT alib(ha
(akTHBHPOBAaHHBIM) — peKOMOMHAHTHBIM akTUBUpoBaHHBIM FVII (rFVIla), anTuMHrubuTOopHbIi
koarysiHTHbIH koMiuieke (AMKK) u KIIK, cogepxxammumu FVII [14].
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I'emocraTrnueckas Teparnus KOHLEHTpaToM IazMarudeckoro FVII nposoaures npu
pPa3sBUTHU KPOBOTECUCHHSI/KpOBOM3NUsHUS B 03¢ 20-30 ME/Kr Macchl Tena manuenTa Kaxsie 4-
6 4acoB 710 KyIUpOBaHUs reMopparuueckoro cugapoma. C Leabro IpeaynpexIeHus
BO3HHUKHOBEHUSI KPOBOTEYECHHS BO3MOXKHO IIPOBEJCHHUE 3aMECTUTEIBHON TEpAIuu
koHuentparom FVII B no3e 10-30 ME/kr maccel Tena manueHTa 3 pa3a B HEACIIIO.

Taouauna 3. Tepanusa PHCK no tpe6oBanuio

IIpenapar Hedumur FII Hedumur FVII Hedumur FX
KIIK Hauanpuas noza 20- | 20-30 ME/kr ¢ HauaneHuas mo3za 20-
60 ME/kr, nanee 10- | unrepBamgom 48 u 30 ME/kr, nanee 10-
30 ME/kr ¢ 20 ME/xkr ¢
UHTEpBaAJIOM 24-48 4y UHTEpBAJIOM 24 4y
AUKK 20-40 En/kr ¢ 20-40 En/kr ¢ 20-40 En/kr ¢
uHTEpBaJIoM 24-48 4 | uHTEpBaAJIOM 24 4 UHTEpBaJIOM 24 4y
rEVila - 30-50 MKT/KT ¢ -
UHTEpBaIOM 4-6 4
FVII - 20-30 ME/kr ¢ -
(HeaKTUBUPOBAHHBIN ) UHTEpBAJIOM 4-6 4

AnbpTepHaTUBOI KOHLIEHTpaTy miazMarudeckoro FVII nms neuenus mauueHTos ¢
runonpokoHsepTuHemueit spisercs rFVIla. lns octaHOBKHU JIErKOro KpOBOTEUEHUs Ipernapar
BBOJIUTCS] OAHOKPATHO B A03€ 30-50 MKI/KI Macchl Tena nanueHTa. [Ipu BO3HUKHOBEHUU
YMEPEHHOT'0 WJIU TSHKEJIOr0 KPOBOTEUEHUS, a TAKXKE B CJIydae BBICOKOI'O pUCKa pa3BUTHUS
reMOpparun4ecKuX OCI0KHEHUH BO BpeMS U MOCIJIE MPOBEIEHUSI XUPYPTUUECKHUX BMEIIATEIbCTB
PEKOMEHAYIOTCSI HOBTOPHBIE BBEJCHHUS SNTAKOT alb(a (aKTUBUPOBAHHOTO0) B 7103€ 15-30 MKI/Kr
Macchl Tejla MalnueHTa ¢ HHTEPBAIOM B 4-6 yacoB (00bIUHO He MeHee 3-x uHby3uii) [2].

HpI/I BBIITOJIHCHHUU MAJIBIX XUPYPIrUUCCKHUX BMCHIATCIILCTB UJIM MHBA3WBHBIX TPOLEAYP
MHHHUMaAJIbHAaA A03a SIITaKOT aJ'IBCI)a (aKTI/IBI/IpOBaHHOFO) JO0JIXKHa COCTaBJIATb 15 MKI/KT Macchl
TCJIa MalreHTa 10 NTPOBCACHUA MAHUITYJIAIIMU U BBOAUTCA, KAK MUHUMYM, ABAXKIbI ITOCJIC
OKOHYaHHA IMpoUCcAypbl C MHTCPBAJIOM B 4-6 gacos.

IIpu poBeneHNH XUPYPIUUECKOTO0 JICUEHUS YACTOTA BBEACHUS IIPENapaToOB ONPEACIIACTCS
00BEMOM XUPYpPrUYECKOro BMeIaTenbcTBa. Pekomengyercst kontponuposats [1B He pexe 1
pa3a B 12 4acoB 1 MPOBOJNUTH 3aMECTUTENBHYIO Tepanuio npu cHmxkennn MHO menee 1,3.

Haznauenue npoduiiaktuueckoro pexuma seeeHus npenapato FVII 601bHbIM ¢
TUITOIIPOKOHBEPTUHEMHEN PEKOMEHIYETCS ITPU MOBTOPHBIX KPOBOMBIIUSHUSX B CYCTaBbI,
PELUINBUPYIOIINX KPOBOU3IUSHUAX U KPOBOTEUEHUSAX APYTroH JOKAIN3alUK, IPU YCIOBUH, UYTO
reMOpparud4ecKuil CUHAPOM OIPEIEIsAeT IIPOTHO3 I 340POBbs U KU3HU MMALIUEHTA U 3HAYUMO
HapyIaeT Ka4ecTBo ero xu3uu [15].

YacroTa BBeIeHUI IIpenapaToB MO0MPAETCS UHANBUAYAIBHO C YUETOM KIMHUYECKOMN
KapTUHBI 3a00seBanus. [IpodunakTudeckoe BBEEHNE TPEMapaTOB MOKET OBITh KaK
KpPaTKOCPOYHBIM, (HalpuMep, Ipu MaTouHbIX KpoBoTeueHusx: rFVIla B noze 20-40 Mkr/kr



Macchl Tejla NalueHTKy 3-4 nHpy3un ¢ HHTEpBaJIoM B 12-24 4acoB 10 JOCTHXKEHUS

KJIMHUYECKOTO OTBETA), TAK U JITUTEIBHBIM (HAIpUMep, PH PEIUIUBUPYIOIIUX FeMapTpo3ax -
BBeZIeHUE Ta3MaTrueckoro koHmenrpara FVII B noze 20-30 ME/kr maccel Tena nmanueHTta 3

pasa B HEJIEIIO).

Ta6auna 4. lIpopunaxkruyeckas repanusi PHCK
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IIpenapar Hedpuunt FlI HMepuuur FVII Hepuuur FX
KIIK 20-40 ME/kr 20-30 ME/kr 20-30 ME/kr
1 pa3 B Henento 2 pa3a B HEACINIO 2-3 paza B HEZICIIIO
niu 40-70 ME/kr
1 pa3 B Hepem0
AHNKK 10-30 Exn/kr 20-30 En/xr 10-20 En/xr
1 pa3 B HezemO 2 pa3a B HEJIEIIO 1-2 paza B Hexento
rEVila - 20-40 mkr/kr -
3 pasa B HeZeJo
FVII - 10-30 ME/kr -
(HeaKTUBUPOBAHHBIN ) 3 pa3a B Heneno

HoBopox1eHHBIM ¢ TUIIOIPOKOHBEPTUHEMHUEN, HE UMEIOIIUX CEMEHHOT0 aHAMHE3a
TSKEJIBIX KPOBOTEUEHMM, HO ¢ akTUBHOCTBIO FVII < 1% pekomennyercst mpoBeaeHue
KpPaTKOCPOYHOH MPOPHIAKTUKH SMTAKOT ajb(a (aKTUBUPOBAHHBIM) B 103€ 20-40 MKI/KT Macchl
TeJa manreHTa 3 pa3a B HEAEIIO /10 IOCTHKEHUs 6-12- MecsiaHoro Bo3pacra.

O¢ddexTuBHocTh Tepanuu koHueHTparoMm FVII u sntakor anbga (akTMBUPOBaHHBIM)
uaeHTuYHa. MIMeroTes cBeleHHs O BO3MOKHOM NOsIBIeHUH ajutoanTuTen K FVII npu
NPOBEIEHUH 3aMeCTUTEIbHOM Tepanuu. [Ipu ycnoBun paBHOM 3((HEeKTUBHOCTH U
yJIOBJIETBOPUTEIHHON MHINBUAYAJIbHON EPEHOCUMOCTH BBIOOP JIEKAPCTBEHHOT'O CPEJCTBA IS
3aMEeCTUTENbHOMN Tepanuy 3aBUCUT OT BO3MOXHOCTH Oecriepe0oiHOro odecneueHus nanueHTa
STUM TNpenapaToM.

B cnyuae orcyrcrBus rFVIla u konuentpara miazmarnaeckoro FVII nns octanoBku
kpoBoTeueHus npu aeduuute FVII pekomennyercs onnokpatHo ucnons3oBath AUKK B n03e
20-40 En/kr maccel Tella OJHOKPAaTHO B CYTKH J10 OJTHON ocTaHOBKU KpoBoTeueHus uin KIIK,
coaepsxkaruit FVII, B 1o3e 20-30 ME/kr (FIX) maccel Tena mamuenta [8]. B cBsi3u ¢
MOBBIIIEHHBIM PUCKOM Pa3BUTHS TPOMOO30B ITPH UCIOIB30BAHUH ITUX IpenapaToB NOBTOPHAs
MHBEKIMSA BO3MOKHA HE paHee 24 yacoB IOCIIE MIPEIBIAYIIET0 BBEACHHUS IIpenapara.

B ciyuae Henoctynnoctu rFVIla, konuenrpara miazmarudeckoro FVII, KIIK nin AUKK
BO3MOXHO Ha3HaueHHe kapaHTuHu3upoBaHHoil C3I1 B 1o3e 15-25 miu/Kr Macchl Tena ManueHTa.
Opnaxo, ucnons3oBanue C3I1 BO3MOXKHO B HCKITIOUUTENBHBIX CIIy4asX U HE TOJKHO SIBIISATHCS
ITOCTOSTHHOW NPAKTHKOM.

IIpy rUnONPOKOHBEPTUHEMUY IS KYIIMPOBAHHUS JIETKUX KPOBOTEUEHHI MIIN B CIy4ae
MIPOBEACHUS MAJIOT0 XUPYPIUYECKOT0 BMEIIATENBCTBA C BBICOKUM PUCKOM PA3BUTHS
KPOBOTEYEHMS, a TAKXKE BO BCEX CIIydasX HU3KOTO PUCKA PA3BUTHS IIOCIEONEPALIMOHHOIO
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reMOpparu4eckoro CHHAPOMa PEKOMEHIYETCSI MOHOTEpaIisl TPaHEKCAMOBOM KUCIOTON B J103€
15-20 mr/kr maccel Tena manuenTa win 1,0 r x 4 pasa B cytku [16].

Jns neyenus nauueHToB ¢ gepunurom FX pekomennoBana cnenuduyeckas
3amecturenbHas tepanus KIIK.

Pexomenayercs UCTOIb30BaHUE Ia3MATHYECKUX OUYUIIICHHBIX BUPYCUHAKTUBUPOBAHHBIX
KIIK. ITpu naznauenuu KITK HEOOXOAMMO OTIIENBHO YTOUHSATE cofiepkanue FX, koropoe
ykasbiBaeTcsi B uHCTpYKIuu. KIIK conepxat FIX u FX npubnu3urenbHO B SKBUBAJICHTHOM
aktuBHOCTH. [Ipu BBenennu KIIK B no3e 1 ME/kr Macchl Tena nanueHTa akTHBHOCTh FX
MOBBILIAETCA, B CpeliHeM, Ha 2% (BoccTaHOBIIeHHE akTUBHOCTH FX — TecT BoccTaHOBICHUS = 2).
Takum o6pa3om, cranmaptHas TepaneBtuyeckas j1o3a KITK 20-30 (FIX) ME/kr maccel Tena
narMeHTa MOBBIIIAeT aKTHBHOCTH IutasMenHoro FX mo 40-60% [17].

[Tpu TsDKENBIX KPOBOTCUCHUSIX MM OOJIBIINX XUPYPTHUSCKUX BMEIIATEILCTBAX Y
naruenTtoB ¢ aeduurom FX KIIK Hasnauarorcs B craproBoii Hackimaromieit go3e 20-30 (FIX)
ME/Kr mMacchl Tena nmaiueHTa ¢ mocjieyIuMy MOBTOPHEIMU HH(Y3UsIMU Tipernaparta B qo3e 10-
20 (FIX) ME/kr macchl Tena nmaiydeHTa ¢ MHTepBajgamMu B 24-48 4acoB ISl TOCTHKEHUS U
noanepxkanusi aktusHoct FX > 20%.

[Tpu nepunure FX nonrospemeHHOE MPOPUIAKTUYECKOE JIEUEHNE PEKOMEHYETCS C LIEIIBIO
MIPEAOTBPAIICHUS PA3BUTHS T€MOPPArnyeCcKOro CHHIPOMA MPY HAJTMYHH TIEPCOHATBHOTO WIIH
CEMEMHOro aHaMHe3a TSHKEJIOr0 KIIMHUYECKOT0 (PeHOTHUTIA MPE/IIECTBYIOIINX KPOBOTEUSHHIA
WK TIpU CHIDKeHHMH akTuBHOCTH FX < 2% [11, 16, 17, 27, 28, 36, 40, 41]. KIIK Ha3Ha4aetcs B
no3e 20-30 (FIX) ME/kr macchl Tena maienTa 2-3 pasza B HEJCIIO ¢ eIIbI0 MO IAeP/KaHus
aktuBHOCTH FX > 1% y B3pocnbix u > 2% y nereil. AllbTepHaTUBHBINA BapUAHT IIPOBEICHUS
POQUIAKTHICCKOTO JICUCHUST MOKET OBITh MCITOIh30BaH Y MAIIMEHTOB C 0230BOI aKTHBHOCTHIO

FX < 5%: KIIK* B no3e 20-70 (FIX) ME/kr maccsl Tena nanueHTa BBOOUTCS 1 pa3 B HEJEINIO
[18, 19].

CBeneHnii 0 BO3MOKHOM BO3HUKHOBEHUH n3oauTtuTel K FX He nMmeercs.

B cnyuae nenocrynHoctu KIIK Bo3MokHO Hcnionb3oBaHue kapaHTHHU3UpoBaHHOM C3I1 B
no3e 15-25 Mi1/Kr Macchl Tena MalreHTa, MOBIIAIIEH TT1a3MeHHYI0 akTHBHOCTH FX 110 30-
40% [27, 41], HO 3TO BO3MOKHO B MCKJIFOUUTEIILHBIX CAYYasX M HE JOJIKHO SIBJIATHCS
ITOCTOSTHHOW IPAKTUKOM.

st KynmupoBaHwMS JIETKMX KPOBOTEUSHHUH WIIH B CITydae MPOBEACHUS MAJIOTO
XUPYPTHUECKOTO BMEIATENhCTBA MAlMeHTaM ¢ AehunutoM FX pekoMeH10BaHO TIPOBEICHUE
MOHOTEPAITUH TPAHEKCAMOBOM KUCIIOTOU B J103¢ 15-20 Mr/KT Macch! Tena manuenta wm 1,0 T x 4
pasa B cytku [16, 18].

VY xennmH ¢ PHCK ¢ pennanBUpyrOmyuMHA TSKEIBIMU MATOYHBIMU KPOBOTEUEHUSIMHU
BO3MOKHO HazHadyeHue 3['T.
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Peabuauranusa

[Tanuentam ¢ PHCK nocne kpoBouznusinus B LIHC, ¢ nopaxxenneM onopHO-ABUTaTEIIbHOTO
ammapara peKOMEHI0BaHO CaHATOPHO-KYpOPTHOE JieueHue. Pa3paboTka peadrInTannoHHbIX
MEPOTPHUSITHIA JOJKHA TPOBOIUTHCSI COBMECTHO CIIEIUAIMCTAMU TI0 PeaOMIIHTALINY,
KYpPOPTOJIOTMY Y TEMATOJIOTAMU, UMEIOLIMMH OIIBIT JICYEHUS IAMEHTOB C HAPYLIECHUSMHU
CBEpThIBaHUA KPOBU. JIeueHne MOKHO MTPOBOAUTH B CAHATOPHO-KYPOPTHBIX OPraHU3alMsIX B
KIIMMATHYeCKON 30HE MPOKUBAHUS MAIMEHTA, a TAK)Ke HA 0aTbHEOJIOTHIECKIX KypOpTax.

[lenecoobpa3Ho MpoBEIEHNUE IKOJ MICUXOJI0THYecKol aganTauu ais nanuentoB ¢ PHCK.

CromartoJjorus

Jns 6onpubix ¢ PHCK BaxkHO coOMI0/1IeHNE TUTHEHBI TIOJIOCTH PTa, YTO IIOMOTAeT
MPEIOTBPATUTh Pa3BUTHE MAPOJOHTO3a U Kapueca. J[s uncTku 3y00B HE0OX0AUMO
MCIOJIb30BaTh MATKYIO 3yOHYIO 1IeTKy. [[1aHoBbIe CTOMATONOTHYECKUE OCMOTPHI TOJIKHBI
MIPOBOAMTHCS €xKeToHO. OOBIYHBIE OCMOTPBI CTOMATOJIOTA U YUCTKA 3yOOB MOT'YT TIPOBOJIUTHCS
0e3 3aMecTuTeNbHOM Tepanuu (GakTopamu. [Ipu oka3aHUHE CTOMATOIOTHYECKON TTOMOIIHA BaYKHO
TECHOE B3alMOJICHCTBUE XUPYypra-CTOMaToJIora U Bpaya remaToJjiora. Y jajeHue 3yoa uimn
XUPYPTHUECKHUE MPOLETYPhI JOHKHBI BBITTOIHITHCS TOJI CTPOTUM KOHTPOJIEM FeMOCTa3a U MOCIe
KOHCYJIbTallUX reMaToJjIora.

ITpu cTOMaTONOrNYECKUX MAHUIYJISILMAX MECTHAsI aHECTE3Hsl y MAUEHTOB C TSDKEIBIMU U
cpenuetsokensivu popmamu nedpurutos FII, FVII, FX nomkHa mMpoBOAUTHCS TOIBKO TOCTE
BBEJICHUS CrIel(pUIecKoro KoHIeHTpara (akropa cBepThiBanust [2, 20].

HpI/I MMPOBCACHUHN CTOMATOJIOTHYICCKUX MMPOUCAYP BO3MOKHO IPUMCHCHUC TpaHeKcaMOBOﬁ
WM APpYTUX aHTI/I(I)I/I6pI/IHOJ'II/ITI/I‘leCKI/IX ImpenaparoB € LCJIbHO YMCHBIIICHU A HCO6XOI[I/IMOCTI/I B
3aMEeCTUTEILHOMN TCpaIuu KOHOCHTPATOM (baKTOpa. B03MOXHO HCIIOJIB30BaHUE MECTHBIX
TEMOCTAaTUYCCKHUX IPLCIAPATOB IMOCJIC YAAICHUA 3Y6OB.

[Tpu 0OMIMPHBIX CTOMATOIOIMUECKUX MPOIeaypax (HaJ0KEHUE IBOB, MHOKECTBEHHAS
AKCTPAKIUS 3y00B) MOKET IMOHAI00UTHCS FOCIIUTANIN3AIMS [TAlIMEHTa B CTallMOHAP.

JlucnancepHoe HalI0qeHHE

Bcex maunentoB ¢ PHCK pexomeH10BaHO perucTpupoBaTh U HabJt01aTh B
CHeLHUATU3UPOBAHHOM LIEHTpE. Y MalMEeHTOB WM Bpadyel, K KOTOPbIM OHU 00paIiaioTes,
JIOJKHA OBITh MOCTOSIHHAS BO3MOXKHOCTh KOHTAKTa C FeMaTOJIOTOM, MMEIOIIIUM OIBIT JICUEHUS
OOJIBHBIX C HapylIeHUsIMH remocTasa. Beaenue u neuenue nanuentos ¢ PHCK mpoBonutcs
IPYMIOH CHEHATNCTOB PAa3IMYHOr0 MIPOQHIIs, BKIIOYAIOIIeH reMaTosora, neauarpa, opTornesa,
cromaroJiora, usuoteparnenTa, Bpaya JIOK, ncuxomnora, UMEIOMuUX OMbIT PaOOTHI ¢ OOJIBHBIMU
reModuiIne.

OCMOTp MAIMEHTOB TeMaTOJIOTOM, OPTOIIEJIOM M CTOMATOJIOTOM ITPOBONTH HE MEHEe 2-X
pa3 B roJi; OCTAIbHBIMU CIICIIUAIIMCTAMH - 110 HeoOXoauMocTu [2, 12].
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[lenecooOpa3HoO poBeIEHUE TUCTTAHCEPU3AIlUH MAIIMEHTOB | pa3 B o1 B
CHEIHATM3UPOBAHHOM IIEHTPE HApYIICHUI reMocTas3a, eClIv IICHTP pacioiaraeT 10CTaTOYHON
KJIIMHUKO-JTA00paTOpHOH 6a30ii.

JMucnancepHoe Habmoaenue 3a nanuentamu ¢ PHCK nomkno Brimouats [20]:

e 00s3aTeNbHBIN TUHAMUYECKUA MOHUTOPHHT COCTOSTHHS MAI[EHTA C OLICHKON HaTHMYus
HE)KEJaTeNbHBIX SBJICHUH MPH MPOBEJICHUN 3aMECTUTEIILHON Tepariu: MOSBICHHUE
uHruOuTOpa K (hakTopaMm CBEPTHIBAHUS KPOBU, UHIUBUIyalbHasi HEIEPEHOCUMOCTD
MpernaparoB, BUPYCHAst KOHTAMUHAIHS,

OLICHKY U3MEHEHUs IICUXOJIOMMYECKOT0 WM COLIMAIbHOTO CTaTyca MallleHTa;

OLICHKY COCTOSIHUS NepudepruuecKkoil BEHO3HOU CUCTEMBI;

neuenne ocnoxuennid PHCK: koppeximst nedununTa xenne3a, HHFrHOUTOPOB;
BBISIBIICHUE U JICYCHHE COMYTCTBYIOIIUX 3a00JIEBaHMM, 0COOCHHO 3a00J€BaHuUii 3y0OB,
nosioctu pta, KKT, JIOP-opranos, natosoruu cepiedHo-COCyAUCTON CUCTEMBI U JIp.

Oco6ennoctu PHCK y nereii

[Tposienenuem nedunura FII y nereil Moryt ObITh MYMOUYHBIE KPOBOTEUEHUS WU
kpoBouszsusaHusg B [IHC. BaxHOo NOMHHMTBb, YTO y J€Teil B IEPBOM IOJYroJWU KU3HU
HopManbHast akTuBHOCTHh FII cocraBmser 26—70%. 3HaueHuil y B3pociblXx akTUBHOCTH FII
JOCTUTaeT K IIecTUMecA4yHOMY Bo3pacTy. Ilocie nocrmxkeHus Bo3pacra 6 mMec HEOOXOIUMO
IPOBE/IEHUE HEOJHOKPATHBIX MOBTOPHBIX 00cienoBaHuid. [103TOMYy TOYHO MOCTaBHTH JHUArHO3
nepuuura FII moxHo y nereit crapue 1 rona. B moOom ciyyae npu oOHapyKeHUU YAJIMHEHUs
1B y nereit B 5TOM BO3pacTe MOKa3aHO Ha3HAa4YeHUe npenaparoB ButamuHa K [4].

Y  HoBopoxzaeHHblx ¢ gepunutoM FVII cymectByer omacHOCTh  CIOHTAHHBIX
kpoBouziusaHuil B LIHC mnu mynouHsIX KpoBoTeueHui. J[pyrue nposBaeHUs TeMOpparuueckoro
CUHJpOMa HexapakTepHbl. Puznonornyeckas akTuBHOcTh FVII ipu pokaenuu cocrasisier 28—
104% wn pocturaeT HOPMAJIBHBIX 3HAUEHUH K IIECTUMECSYHOMY Bo3pacTy. [loatomy
OKOHYATEJIbHBIN IMarHo3 yCTaHaBIMBAETCS MOCJE JOCTUKEHUsI peOeHKkoM 6—12 Mecsues.

YV HoBOpoxneHubx ¢ neduiurom FX Bo3moxubl kpoBousnusuus B [{HC unu mynmounsie
KpoBoTeueHus. Dusnonornyeckas akTuBHocTh FX mpu poxnaenun coctaBiser 12—68% u
MOBBILIAETCS K IIECTUMECTYHOMY Bo3pacTy. [1o3TOMy OKOHYaTenbHOE YCTaHOBJIEHUE JAMAarHO3a
nepunuta FX y HOBOpOXAEHHBIX TpeOyeT 00s3aTebHOTO CpaBHEHUS pPE3yJIbTaToOB
71a00paTOPHOTO HCCIIEAOBAaHUS C peepeHCHBIMH WHTEpBAIaMHU JIOMYCTUMBIX B HEOHATaJbHOM
nepuojie 3HAUYE€HUH M MOBTOPHOTO OOCIENOBaHMS IMOCTE JIOCTHIKEHUS IIECTUMECSYHOTO
BO3pacTa.

[Ipu BBISBIIEHWH Y JETEH MEPBOTO MOJIYTONs KU3HHA CHY)KEHHOW akKTUBHOCTH FX moka3zaHo
Ha3zHayeHue npenaparos BuTamuHa K [21].

Benenmne sxkenmun ¢ PHCK Bo Bpemsi 0epeMeHHOCTH U POIOM

B Tewyenune HopmanpHO mpoTekarouiel OepemeHHOCTH akTUBHOCTH FII cymiectBeHHO He
MEHSIETCS. U OOBIYHO OCTaeTCs HENOCTAaTOYHOM Ml HEOCJIOKHEHHOIO PpOJOpa3pelleHUs Y
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KEHIMUH C TsoKenbM AeguuutoM mnporpomOuna. Ilpum aktuBHoctn FII < 20% ngns
IPEOTBPALICHNUS TeMOPPArHUecKuX OCIOXKHEHUH B ponax HeoOxoxumo Beerenue KIIK B nosze
20—40 ME/Kr ONHOKpAaTHO MNpH HAyale pPOJOBOM JAEATEIHLHOCTH WM TEpe] KecapeBbIM
ceyeHueM i goctkeHus aktuBHocTu FII, cocraBmsromein 20—40%. IToBTopHble MHOY3UN
npenapara IpoBOJATCS ¢ HHTEpBajIoM B 48 yacoB B 03¢ 10—20 ME/Kr ¢ nenbro nojjaepxanus
aktuBHOCTH FII > 20% B TeueHMe kKak MUHUMYyM Tpex AHEH mocie poaos. [Ipu orcyrcrBumn
KIIMHUYECKUX MpPOSABICHUN 3a00JieBaHUS BO BpeMsi OEpEMEHHOCTH 3aMECTUTENIbHAs Tepamus
KIIK He mpoBomuTcs, B ciy4dae pPa3BUTHS KPOBOTECUCHHS TEpanus MPOBOAUTCS IO OOLIUM
npuHinam [22].

AxtuBHOCT, FVII B TedeHwe HOpPMaIIBHO NPOTEKAIONICH OEPEeMEHHOCTH  TOBBIIIASTCS.
Kenmunsl ¢ aerkum aepunuroM FVII MOTYyT MOCTHTHYTH K MOMEHTY POJIOB HEOOXOJIUMOTO
reMocTtarudeckoro ypoBHs akTuBHOCTH FVII 6e3 mpoBenenus cienupuieckoi 3aMeCTUTEeIbHON
Tepanuu. Y OepeMeHHBIX ¢ TsokenbiM aepunurom FVIL ecTts pHCK remopparnueckux
ociokHeHu# B pojax. JKenmunam ¢ aktuBHocTbio FVII 20% nepen kecapeBbIM cEU€HUEM HIIU C
HAYaJIOM pOJIOBOM JIEATEIILHOCTH HEOOXOJMMO TIPOBEJICHHE 3aMECTHTENbHON Teparuu
npenapaToM DnTakor anb(a (aKTUBUPOBaHHBIM) B 103€¢ 15—30 MKI/Kr Kaxabie 4—6 4acoB B
TedeHHe He MeHee 3-x nHeil. OcranpHbIM JKeHIMHAM ¢ nedunutom FVII Dnrakor anbda

Ha3Ha4YaCTCA TOJIBKO IMPH pa3BUTHU KPOBOTCUYCHHA COINIACHO O6H_[I/IM INpUHIOUIIAM TCpaItuu [23,
24].

Y xenmuH c¢ aktuBHOCcThiO FX wmenee 30% BO3MOXKHBI MpOOJIEMBI C 3a4aTHEM.
bepeMeHHOCTh OCIIOKHSIETCS paHHUMU BBIKUIBIILIAMH B IIEPBOM TPUMECTPE, TEMOPPAruueCcKUMu
IPOSIBICHUSAMHU (Yallle T'eMOPparMuyeckUM LUCTUTOM) BO BTOPOM U TPETbEM TpPHUMECTpax.
HeobOxonumelii ypoBenb FX 10 um Bo Bpemss OepeMEHHOCTH [OJDKEH OBITh HE MeEHee
30%.Hecmotpst Ha (u3noIOrMuecKoe MOBbIIIEHHE aKTUBHOCTH FX B TedeHune HOpPMaibHO
npoTekaroIeil 0epeMeHHOCTH, Y KEHIIMH ¢ TshkensM aeduuurom FX ero ypoBeHb K poaam
OOBIYHO OCTaeTCs HEJAOCTATOUHBIM JJIsi OOecledeHHUss HOPMaJIbHOro remMocrtasa. JKeHIMHaM ¢
aktuBHOCThI0O FX 30% B TperbeM TpuMecTpe OEpeMEHHOCTH C HaJMYueM B aHaMHe3e
KpOBOTEUYEHMH 10 OEpEMEHHOCTH, a TakXKe Mepe]l KECapeBbIM CEYEHUEM UJIU C Ha4aJloM POAOBOM
nesTeNlbHOCTH Heobxoauma 3amectutenbHas tepanus KIIK B moze 20—40 ME/kr s
noctrxkeHus: akTuBHOCTH FX > 40%. lansnHeimue nudysun KIIK npoBoadrcs ¢ uHTepBaioM B
24 yaca B npoze 10—20 ME/kr B TeueHue Kak MUHUMYM TpeX AHEW Ui MOAJEp:KaHUS
aktuBHOCTH FX He menee 30% [25].

Bakuunanus.

[MTaruenTsl ¢ PHCK MoryT ObITh BakiuHUpOBaHbl. OCOOEHHO BayKHO MPOBEICHNE BaKIIMHALIUN
ot renaruta B. [Ipu BakimHanuu npeanoyTeHue OTIAeTCs OpaTIbHOMY WIIHA MOJKOXKHOMY
BBEJICHUIO TIperapaTta, o CPaBHEHUIO C BHYTPUMBIIICYHBIM WM BHYTPUKOXKHBIM. Eciu st
JAaHHOW BaKIIMHBI TOCTYIIEH TOJIHKO BHYTPUMBIIICUHBINA MTyTh BBEICHUS, HEOOXOMMa
3aMEeCTUTENbHAs TEpANus JIsl MPEAOTBPALIEHUSI Pa3BUTHs reMaToMbl. B aToM ciydae
3aMECTUTEIBHYIO TEPANUIO MPOBOISAT HAaKaHYHE BaKIIMHAIIMU. B eHh BaKIIMHAIIUU BBEJCHHE
npernapara He peKoMeHryeTcsi. Henb3st mpoBOAMTh BaKIMHAIIMIO BO Bpemsi kpoBoTeueHus [20].
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HexenarenbHas MEIUKAMEHTO3HasA Tepanusd.

bonsubiM ¢ PHCK He pexomMeH10BaHO MPUMEHEHHE MPEnapaToB, YXYIIIAIONUX (YHKITHUIO
TPOMOOILIMTOB WK CBEPTHIBaHUS KpoBH. [I[puMeHeHe TaKUX MpernapaToB MOKET MPUBECTHU K
Pa3BUTHIO TSXKEJIBIX KPOBOTEUECHUM, KOTOPBIE HE KYIIUPYIOTCSI BBEICHHEM KOHLIEHTPATOB
dakTopoB cBepThIBaHUS KpoBH. OHAKO Pa3BUBIIMKCSA TPOMOO3 MOXKET MOTPEOOBATH
MIpUMEHEHUs aHTUKoaryJistHToB. [Ipennourenne Ha0 OTaBaTh MpenaparaMm KpaTKOBPEMEHHOTO
neiictBus. Kaxxpiid pa3 HE00X0MMO aHATM3UPOBATH COOTHOIICHHE TIOJIB3BI M PUCKA OT
NPUMEHEHHS aHTUKOATYJISTHTOB M aHTHArperantos [12].

HpOBe}IeHHe naﬁopaTopme HCCIeT0BaAHMM.

JlaGopaTopHble aHAIH3bI JIKAT B OCHOBE IMarHOCTUKU U KOHTpoJis y narueHToB ¢ PHCK.
TpeGoBaHus K YCIOBUAM U TEXHUKE 0TOOpa 00pa3lloB U BBHIIIOJIHEHUS UCCIICAOBAHUN HE
OTIIMYAIOTCS OT CTAHJAPTHBIX. Ba)KHBIM acieKToM J1a00paTOPHBIX UCCIIEIOBAHUM SBIISIETCS
ydacTue B cuctemMe KOHTpoJs kauectBa. [Ipu auarnoctuke PHCK ontumanbHO ydacTBOBaTh HE
TOJIBKO B TOCYJIapCTBEHHOMN, HO U B MEKIyHAPOTHOM CHCTEME KOHTPOJIS KauyecTBa

J'Ia60paTOpHI>IX HCCHeHOBaHHﬁ, OXBaTBIBaI-OH_[eﬁ OCHOBHBIC KOATr'yJIOJIOTHYICCKHUC ITapaMCTPbl [3,
8, 12].

OOyuyeHue MalMEeHTOB U YJICHOB X CeMeil.

OOy4eHue MaueHToB 1 WICHOB UX CeMeil — He00XO0MMOe YCIIOBHE 00ECTICUSHHUSI
agexBaTHo nomouy 6osnbHbIM ¢ PHCK. O0yuenne HaunHaercs cpasy 1ociie yCTaHOBIJICHUS
JIMarHo3a U MpOBOJIUTCS Ha MOCTOSHHON OCHOBE BpadyaMH U MEAMIIMHCKUMH CECTpaMHU LIEHTpa, B
KOTOpOM Habumoaercs nanueHT. O0yueHne npoBOAUTHCS HHAMBUAYAIBHO IPU MTOCEIIEHUN
IIEHTpa U B paMKax 1Kol maruenta ¢ PHCK.

OcHOBHBIC HaITpaBJICHU 06y‘IeHI/I$[ nanyueHTa U 4JICHOB €0 CEMbHU:

e yto takoe PHCK,

e 0COOEHHOCTH 3a00JIeBaHUS B JETCKOM BO3pacTe,

® HaBBIKH OIICHKH COCTOSIHHSI peOCHKa,

® HaBBIKH OIIEHKH CUMIITOMOB, XapaKTepa H TSHXKECTH KPOBOTEUCHUS,
® XpaHEHHE W UCIOJH30BAaHUE KOHIICHTPATOB (DaKTOPOB CBEPTHIBAHUS KPOBH,
e [OKa3aHW U 03Bl 3aMECTUTEIBHON Tepanuy,

® HaBBIKH IPOBEJICHUS MHPY3UH B IOMAITHUX YCIOBHUSX,

® yXO] 32 BEHaMH,

® MpUMEHEHHE JIPYTHX F'eMOCTATHUECKUX MPEnaparos,

e (u3nyeckas akTUBHOCTb,

e [ICHXOJOTMYECKas W COLlMabHas aJanTaius,

e mnpodeccroHaNlbHAasi OpUEHTAIUS,

® HOPHUIUYCCKUC ACIICKTHI.



[TomuMmo Bpaueii u MencecTep K 00YUEHHUIO MAIMEHTOB U YWICHOB X CeMel He0OXO0arMMO
MIPUBJIEKATD [ICUXOJIOTOB, OPUCTOB U WICHOB OOIIECTBEHHBIX OPraHU3AIMMA, TPEICTABISIIOIINX
MHTEPECHl OOJIbHBIX C HAPYIICHUSIMU CBEPTHIBAHUS KPOBH.
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HNudopmanus 1151 NAaMEHTOB

LlenTps! no neuenuto nanueHtos ¢ PHCK

OI'BY «HMMUI] rematonorun» Munsnpasa Poccuu, otnen koarynonaruii. HoBbiit 36IKOBCKHIA
npoes, 1. 4, r. Mocksa, 125167. Ten +7 (495) 612 29 12.

I'bY3 Moposzosckas JII'’Kb /I3M, r. MockBa, reMaToJIOrH4ecKoe OT/IeJIeHue. 4-bIi
JloOpbeIHUHCKHUH 1Iep., a. 1/9, . Mocksa, 119049. Ten. +7 (499) 236 15 87.

I'opoackoii entp 1o seueHuto remobunuu CI16. 'BY3 «"oponackas momukinmHKa Ne 375,
I'opoxoBas yi., a. 6, r. Cankt-IlerepOypr, 191186. Ten. +7 (812) 315 48 71.

HUWMU remaronorun u tpanchysuonoruu. 2-as CoBerckas yi., 1. 16, r. Cankr-IleTepOypr,
191186. Ten. +7 (812) 274 56 50.

OI'BY KupoBckuil Hay4yHO-UCCIIEI0BATEIbCKUI HHCTUTYT T€MAaTOJOTUH U NEPETUBAHUS KPOBH.
Kpacnoapwmeiickas yi., 1. 72, r. Kupos, 610027. Ten. +7 (8332) 67 9197

Anraiickuit punnan OI'bY «HMUL] remaronorun» Munszapasa Poccun. Kpaesoii ieHTp
naToJIOTUU reMocTasa. Jisnuaesckoro yi., 1. 1, r. bapuayn, 656024. Ten. +7 (3852) 68 98 80.

NH®OPMUPOBAHHOE COI'JIACHE BOJIBHOI'O HA TPOBEJAEHUE
MPOPUITAKTUYECKOI'O JIEHEHUA KOHUHEHTPATAMU ®AKTOPOB
CBEPTBIBAHUS KPOBU

H)

A COTJIaCCH, YTO MOC Y4aCTUC B IIPOIrpaMMe HpO(i)I/IJ'IaKTI/I‘leCKOFO JICUCHUA HAKJIaJbIBACT HA
MCH: CIICAYIOIUC 00S13aHHOCTH:

[TpoxoauTs Bce HE0OX0aAMMBIE JabopaTOpHbIE 0OCIETIOBAHHUS.

[TpodunakTuyeckoe jgeueHue NPOBOIUTE CTPOTO 10 PEKOMEHAIMK Bpaya.

EsxemecsiuHO 3aImoTHATh U C/1aBaTh MPOTOKOJIBI BHYTPUBEHHOTO BBECHUS (DaKTOPOB
CBEpPTHIBAHUS KPOBH.

B ciyyae HacTymiieHus: OCI0KHEHUHN UM OTCYTCTBUSI KIIMHUYECKOTo 3(h(eKkTa HeMEeJIEHHO
oOparaTbcs

B *

B CJIy4a€ HCBBITIOJIHCHUSA MOUX 06H33HHOCTCﬁ, Bpa‘-IC6HBIX peKOMCH,Z[aI_II/Iﬁ 50105 O6CHCI[OB8.HHI>1
MOC€ y4aCTHC B IIporpamMme HpO(I)I/IHaKTI/I‘{CCKOFO JICUYCHUA 6y,[[CT MMPpEKpaIiCHo.

« » T.

(moamuce)
* Ha3BaHne MEIUITMHCKOW OpTaHU3aIliH, €€ aipec U TeIe(OH.
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JIOBPOBOJIbHOE UH®OPMHUPOBAHHOE COI'JIACUE POJIUTEJIEN
(BAKOHHBIX ITPEJICTABUTEJIENA) PEFEHKA HA ITPOBEJIEHUE
MMPOPUJITAKTUYECKOI'O JIJEYHEHUA KOHUEHTPATAMUA ®AKTOPOB
CBEPTBIBAHMSA KPOBU

H)

(®.1.0. nonHOCThIO, CTENEHB POACTBA UM CTATYC)
COTJIACCH HA Y4acTHE MOero peOeHKa

B IIporpaMMe IpoHIaKTHIECKOTO JICUCHUST KOHIICHTpaTaM# (pakTOpOB CBepThIBaHHS KpoBHU. O
BO3MOJXKHBIX ITOOOYHBIX PEAKIUAX U Pe3ylIbTaTax JeueHus npeaynpexieH (a). O
HEOOXOAMMOCTH COOMIOAaTh rpaduK HAOIIOICHHS B JTA0OPATOPHBIX 00CIeI0BaHUI
penynpexieH (a).

51 uMero BO3MOXXHOCTH BBOAMTD ATOT MPENapar Mo MECTY KUTEIHCTBA U O3HAKOMIIEH (a) ¢
npaBUIaMu €ro BBeneHus. Sl nHpOpMHUPOBaH (a) 0 HEOOXOIUMOCTH:

CBOCBpeMeHHO IMpOXOoaUuThb BCC HCO6XO,I[I/IMBIG na6opaTopHHe O6CJ'I€I[OBaHI/I$I.
HpO(bI/IJ'IaKTI/I‘leCKOG JICYCHUEC ITPOBOAUTDL CTPOI'O 110 pPCKOMCHIAIIUK Bpaya.

E>xeMeca4yHO 3aMoiHATh U caBaTh IPOTOKOJIbI BHYTPUBEHHOTO BBEIEHUS (DaKTOPOB
CBEpTHIBAaHUS KPOBH.

B cityuae HacTyIUICHUsT OCIIOKHEHUH HITH OTCYTCTBUS KIMHUYECKOTO 3P PeKTa HEMEUIEHHO
oOpararscs

B *

S unpopmupoBaH (a), 4TO B cIyyae HEBBIIIOJIHEHUS ITUX TPeOOBAaHUIM NMEETCs] 3HAUUTEIbHBIN

PHMCK pa3BUTHUS Y MOETO peOeHKA TKEIBIX OCIOKHEHUH.

«_» I.

(TToamuch)

* Ha3Banue MEIUITMHCKOW OpraHU3aIliy, €€ aipec U TeIe(OoH.
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IIpoToKo0J reMocTaTH4YeCKOi Tepanuu KOHUeHTpaTaMmu (akTOpoOB CBePTHIBAHUS KPOBH 3a

200 rona
®.1.0. 601bHOTO
Bec (kr)
JarTa poxnenust Teu. Jluarnos
Knunnueckuit
hddext (Bpems
HACTYIIJICHUS
[lata u
Jlata u YIIy4IIEHUS ¥ €T
No Xapakrep [Bpems Haunmenosanue |M.E. [Tonnuce
BpeMsI [POSIBJICHUS -
n\r o0oCTpeHUs [BBEACHHS  [Iperapara (dakTopa 00IBHOTO
obocTpeHus YMEHBIIT.00JIH,
KOHIIEHTpaTa
o0beMa
KPOBOM3JIUSHUSA U
ap.)
reMapTpo3
L PP lovoron 15.45
01.01.01 bas. 500 YMEHBIICHHE
JIOKTEBOTO |, ¢ 1) Somu
cycraBa
2.

PacueT 103bI KOHIIEHTpaTa, HEOOXOAUMOM Il BBEACHUS:
Ocrtpsie remapTpo3sl: 1 cycras - 20 ME\kr macchr Tesa
2 u 6onee cyctaBoB - 30 ME\kr macchl Tena
['emarombl HeOobIINX pazmepos: 20 ME\kr macchl Tena
3abpromuHabie rematombl: 40 ME\kr maccer Tena
[Toanuce neyaiero Bpaya
IMoamuces manuyenTa
BHUMAHMUE!
BBoauTh KOHIIEHTpATHl (PaKTOPOB CBEPTHIBAHUS KPOBU HEOOXOIMMO B CaMOM Hayaje
KpOBOU3IINSAHMS!

J71st KOHCYNIbTaIH 3BOHUTH TIO TEJT. (KpyTI0CYTOYHO)
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