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TepMuHBI U onIpeaeICHUS

I'eMmapTpo3 — KPOBOU3NHSIHUE B IIOJOCTh CYCTaBa

I'emaToma — orpaHrueHHOE CKOIUICHHE KPOBU MPHU 3aKPBITHIX U OTKPBITHIX MOBPEKICHUSIX OPTaHOB U
TKaHEH C Pa3pbIBOM COCYIOB, B pe3yibTaTe uero oOpa3yercsi MOJOCTb, COAEpKallas KUIKYIO WIH

CBEpPHYBILYIOCS KPOBb

I'emaTrypusi — HamUYME SPUTPOLIUTOB B MOUE CBEPX (PU3MOTOTUUECKUX HOPM
I'emocTa3 — cucremMa cBepThIBaHUS KPOBU

I'emocTaTnyeckasi Tepanusi — Tepanusi, HaIpaBJIeHHAs HA OCTAHOBKY KPOBOTEUCHHUSI
I'emodguaus A — HacnencTBEHHBIN nePUIUT PpakTopa cBepThiBanus kposu VIII
I'emodguaus B — HacnencTBeHHbIN AeUIUT (hakTOpa CBEpTHIBaHUS KpoBH [X
Nurn6uropsl — anTuTENa, BHIpAOATHIBAIOIIMECS Ha SK30T€HHO BBEICHHBIN OEIIOK

Koaryjsorpamma (OpHeHTHPOBOYHOE HCCJIeI0BAaHHE CHCTEMbI TIeMOCTa3a) — HCCIEI0BaHuE

CBEPTHIBAIOILIECH CUCTEMbI KPOBU
Koarysionarusi — Hapy1ieHne CBEpThIBAHUS KPOBU

Ilpenapamur  wiynmupyrwoweco oOeiicmeus — omoelbHble Npenapamvl U3 2pynnvl  @GAaKmopos
ceepmoisanusi  kposu (BO2BD  gaxmopvl ceepmwvisanus kposu no ATX «kiraccugpuxayuu):

AHMUUHSUOUMOPHBIU KOA2YISIHMHbBIU Komnaeke ™ * u anmakoe anvgha (akmueuposanmwiii) **

dakTop cBepThHIBaHUSI KPOBU — O€JOK, COJAEp)KAIMNCA B IJJa3Me€ KPOBH W TPOMOOIUTaX U

oOecrnieunBaronii CBEPThIBAHNE KPOBU



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

I'emodunust — 310 cuerieHHoe ¢ X-XpOMOCOMOI BpPOXKICHHOE HapyIIeHHE IUIa3MEHHOTO TeMOoCTasa,
BO3HHUKAIOIIEe B pe3yibrare Aeduunta uim orcyTcTBus ¢gakropa cBeprhiBanus kposu VIII (FVIII) -

remounusa A unu dakropa ceepteiBanus kpoBu [X (FIX) - remodunus B.



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

I'emodunus nepenaercs no X-cLUEMIEHHOMY peliecCUBHOMY IMyTH HacienoBaHus. [Ipumepno y 70%
OOJBHBIX MMEETCS TMOJIOKUTEIBHBIN CeMEWHbI aHaMHe3 1o 3a0ojeBaHuto. [IpuumHoil remoduuu
SABJISIIOTCSL MyTauuu reda, kogupyromue FVIIL (Xq28), unu rena, kogupytomero FIX (Xq27). B 30—

35% ciayuyaeB BOBMOXKHBI CIOPAIUYECKUE MyTalluy 0€3 HAIN4YKs CEMEMHOrO aHaMHe3a 3a00JIeBaHusl.



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Pacnpoctpanennocts remodrinu B obmem nonyssitiuu coctapisiet 1:10 000 nacenenus. ['emodunus
A (T'A) Bctpeuaercs yaie, yem remodunust B (I'B), u cocraBnser 80—85% obmiero uucna ciry4aes.
[Tonapnsitomiee OOMBITUHCTBO OONBHBIX TeMOuiIneld — MYKYMHBI. V3BECTHBI €IWHUYHBIC CIydau
reMoUINN Y KSHIIUH MIPU HACJIEIOBAHUM T€Ha OJHOBPEMEHHO OT OTIa (00JbHON TeModuineil) u ot
MaTtepu (HOCHUTENb T'eHa), TUO0 y KEHILIMHBI ¢ MyTallMeil reHa Ha OJHOW XpOMOCOME, KOrja r'eH Ha
npyroi He aktuBeH (0ome3Hs lllepemeBckoro-Tépruepa u np.). Y HEKOTOPBIX JKCHIIWH, SBIISIOIIUXCS
HocutenbHullamMu MyTanuid reHoB FVIII wnmm FIX, takke MOryT OBITh KIMHUYECKUE MPOSIBICHUS

remouiuu [1].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUI HIH COCTOSTHH) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

D66 — nacnenctBennsiit nedumut gakropa VIII

D67— nacnencrennsiit fepunut dakropa [X



1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHUSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

Knaccuduxanus reMopuianm mno creneHu TSHKECTH OCHOBaHA Ha ompeneneHuu aktuBHoctu FVIIL u
FIX (tabn.1) [1-3].

Tabmuna 1. Knaccudukanust reMoprinu mo CTerneHu TsHKeCTH

AKTUBHOCTb
dopma FVIII/FIX (HoOpMa KnuHunuyeckue nposiBneHus
50-150%)
Taxenas < 1% [e6ioT 3aboneBaHns B paHHEM AETCKOM BO3pacTe: peuuanBUPYHOLIMIA reMopparmyeckui
CUHAPOM  MpPEUMYLLECTBEHHO reMaTtoMHOro Tuna  (NPeMMyLLeCTBEHHO  CMOHTaHHble
. KpOBOTEYEHUS)
CpeaHen 1-5%
TSKECTU
Nerkas >5% KpoBoTeyeHMs1 BO3HMKAIOT NOC/e TpaBM UK Npu NpoBeAeHUN UHBA3UBHbIX BMeLLATENbCTB

Oxono 60-70% Bcex AMArHOCTUPOBAHHBIX CIYy4a€B TeMO(PUIMH COCTABISAIOT TSKENbIE (OPMBI

3360H€B3HI/IH, AJI1 KOTOPBIX XapaKTCPHBI CIIOHTAHHBIC ICMOPPArn4CCKUC 311M301bI (HpGI/IMYIJ_IGCTBGHHO

reMapTpo3bl U T€eMaTOMbl MSATKMX TKaHEW pa3inyHbIX Jokanu3anuil). CTeneHp TSHKECTH HapylIeHUN

CBCPTBIBAHUA KPOBU U KIIMHUYCCKUX HpOHBJ'IeHI/Iﬁ Inpun I‘eMO(bI/IJ'II/II/I 34aBUCHUT, KaK IIPpaBUJIO, OT YPOBHA

aKTUBHOCTU (haKTOpa B KPOBH, OJJHAKO B KJIMHMYECKOM MPAKTHKE HE BCErNa CYIIECTBYET MpsMas

KOPPEJSIIHS MEXTY JIa00OPaTOPHBIM M KIMHHYECKUM (DeHOTHUIIaMU 3a00I€BaHN.



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

OcHOBHOE IIPOABJICHUC I“CMO(l)I/IJII/II/I — KPOBOTCUCHUSA W KPOBOUIBJIHMUSAHHA, BOZHUKAIOIMUC CIIOHTAHHO

WU BeieAcTBUE TpaBMbl (Tadm. 2). I'A u I'B uMeroT cxoxyro KIMHUYECKY0 KapTuny [1,3].

Tabnuna 2. Knunuueckue nposiBiaeHus: reMopuinu

Buabl KpOBOTEYEHU I/ KPOBOU3NTUAHUNA YacroTa, %
TununyHble

[eMapTpo3bl KPYMNHbIX CyCTaBOB 70-90
eMaTOMbl (KPOBOU3IUSAHUS B MbllLbl/MATKME TKaHU) 20-40
KpoBoTeueHns u3 cnn3ncTbix (HOCOBbIE, AeCHEBbIe, JTYHOUYKOBbIE) 10
Fematypum 5-10
XusHeyrpoxatowune

B LHC 5

B XXKT

B obnactu wewun/ropna

3abpioLMHHbIE FeMaTOMbl

Jiist Tsokenoit popmbl reMO(UINN XapaKTePHO MOSBICHUE FeMOpparuyeckoro CHHApOMa Ha MEPBOM
rogy OSKM3HM C HadyaJa aKTUBHOTO TiepuoAa y peOeHka (reMaToMbl MSTKHUX — TKaHEH,
MOCTTPABMATUYECKHE KPOBOTEUEHUS U3 CIIM3UCTBIX, reMapTpo3bl). [TopaxaroTcsi B OCHOBHOM KpPYITHBIE

CYCTaBbI: KOJICHHBIC, TOJICHOCTOITHBIC, IOKTCBBIC U T&306C,Z[peHHbIe.

I'emounust cpenHel TsKECTH HMeEET CXOAHbIE MposiBieHUs. [lepBble NpU3HAKHM, Kak MpaBHIIO,
pa3BUBAIOTCA MOcie roga. Y NAUUMEHTOB C aKTUBHOCTBIO (pakTopoB Oosee 2% pexe BO3HUKAIOT
KPOBOM3JIMSAHUS B CYCTaBbl, 3a0pIOIIMHHBIE TremMaroMbl, reMarypuu. Hanbonee THUNMYHBI
MOCTTPAaBMaTUYECKUE T'€MaTOMbl U JITUTENIbHBIE KPOBOTEUEHHUS, OCOOEHHO MPHU TpaBMax CIM3UCTHIX

000J10YEK.

Jlerkast reMoQINs MOXKET HUKAK HE MPOSIBISATHCS Ha MPOTSHKEHUM BCEW KU3HU. ['eMopparmueckuid
CUHAPOM OOBIYHO BO3HUKAET BCJICICTBHE 3HAYUTENIBHBIX TPABM WU MPU XUPYPTUYECKOM JICUCHUHU.

HOpa)KeHI/Ie OIIOPHO-ABHUI'aTCIIBLHOTO allllapara BCTPCHACTCA I-IpGBBI:;I‘-IEH‘/JIHO PCAKO.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

JIJIH YCTAHOBJICHUS JUATI'HO3a FeMO(l)I/I.]II/II/l Y manueHTa ¢ HAJIUYIMUEM IEMOpparundcCKoro CuHaApomMa
B AHAMHC3C WK IIpU OTATOIICHHOM CEMEHHOM aHaMHe3€ HCIIOJIB3YHOTCHA KPUTEPHU JTHATHO3A

I‘eMO(l)l/IJII/II/I (I[I/laFHO3 YCTAaHABJAUBACTCA IPHU HAJINYIUN KAK MUHUMYM ABYX M3 TPEX KpnTepneB)

[1,3]:
e OTCYTCTBHE IPUOOPETEHHBIX KOATYJIOMATHIA;
e cumwxkenue aktuBHocTH FVIII/FIX ke 50%;

o Haymuue myrtanuu resos FVIII nnm FIX.



2.1 /Kaa100bI 1 aHAMHE3

ZIMCZZHOCWZMKCZ zeMoqbquuu HadyuHaemcs C 6blAGIEeHUA HATUYUA cemoppacudecKkoco CMHOpOMa 6

anHamHese 'y nayuenma u 41€eH06 CeMbl.

e Bcem mamuenTam ¢ mofo3peHueM Ha reMoQuINI0 peKOMeHAyeTcsi cOOp aHamMHe3a W Kajiod mpu

3a00JIEBaHUSIX OPraHOB KPOBETBOpEHUs U KpoBsHu [1,3].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KOMMeHTapI/II/I: npu C60p€ aHamue3a 3a001e8aHus U CemMeluHo20 aHaMHe3d nayuerma e6bulACHAMb
Hajauvue I’lpOﬂ6]Z€HulZ cemoppazuiecKkoco CMHOpOM(l.' acanob Ha necko NOABJIAIOWUECA IKXUMO3blL U
cemaniomsl 6 padHHem ()emcmee; 603HUKHO6EHUE CNOHMAHHbIX Kp060m€'{€HMﬁ (0006€HHO 6 cycmaesl,
Mblidyvbl U  MASKUE I’I’lKClHl/l),' ONIUMENbHBIX Kpoeomeqeﬁuﬁ nocie mpaem uiu  xupypecuieckoco

emeuiamesnobcmaed.

[anuvie cemetinozo anamueza npumepHo y 2/3 OONbHBIX cOOepicam YKA3aHUs HA 2eMoppauyecKue
nposigienuss y ONU3KUX POOCMEEHHUKO8 NO HCEHCKOU JUHUU (Y MYAUCUUH, pedice )y dceHwut). /lanHvle
NEePCOHANbHO20 AHAMHE3Ad MO2YM CO0epiHcams UHDOPMAYUIO O 2eMOPPASUYECKUX NPOABNIEHUAX Y
nayuenma. Ilpu cbope anammesa 3aboneeanusi HeobOXOOUMO o0Opawyamv GHUMAHUE HA HATUYUE
2eMOpPPacUtecKux Nposeienuli 8 HeOHAMAaIbHOM Nepuooe 8 guoe Keghano2emamom, HYmpuyepenHvlx
KPOBOUSTUAHUL, KPOBOMOUUBOCU U ONUMENTbHOM 3ANCUBTICHUU NYNOYHOU PAHKU, Y 2PYOHbIX Oemell —
IKXUMO308, He CEA3AHHBIX CO ZHAYUMOU MPABMOU, 2eMAMOM MASKUX MKAHeU Nocie He3HAUUMENbHbIX
Yuubos8 Uiy CnOHMaHHvIX. Y Hexomopwix demell KpoGOmMeUeHuss Mo2ym OMmMCymcmeo8ams Ha Nepeom
200Y JHCU3HU 00 mex nop, NoKa pebeHoK He Haunem xooums [4,5]. Basxcno obpawams énumanue na
HeCoOmeemcmeue GblpadCeHHOCMU 2eMOPPAUYECKUX NPOSGNICHUL MANCECmU Npeoulecmeosasulel
Mpasmosl, HA peyuousbl KpOGOMeYeHUll nocie NepeudHoll OCMAHOBKU, He CA3AHHblEe C NOBMOPHOL
Mpasmou, MAaccusHvle U (UIU) MHONMCECNBEHHbIE 2eMAmOoMbl, CUCMEMHOCb 2eMOppPASUYeCcKUX
nposGIeHull (NposGIeHUs. pa3TUYHOU JIOKATU3AYUL), «CROHMAHHbIE 2eMOPPASUYECKUe NPOSBLEHUSN.
IIpu neckoii popme cemoghunuu Kposomeuenus MoO2ym OMCYMCMEO8AMb 00 NePEol mpagmvl Ul
xupypeuueckozo emewamenvcmea. COop Hcanob u awHamHe3a NO380NUM  ONpederums o0bvem

00Cc1e006anUs nayueHma.



2.2 Ou3uKaAJIbHOE 00CTeI0BAHUE

e Bcem mamuentam ¢ mofo3peHueM TreMOQWIMIO, a TakkKe BCEM MaIlMeHTaM C YCTaHOBIEHHBIM
JMarHo3oM remoduiaus Ha KOKJIOM BpaueOHOM IpUEME PEeKOMEHIYeTCsl BH3YyaJbHOE

HcCcIeIOBaHUe, TTAJIbITIAINS, TIEPKYCCHS TIPU 3a00JIeBaHUSIX OPTaHOB KPOBETBOPEHUS 1 KpoBH [ 1,3].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KommeHTapuu: neobxooumo obpawams 6HUMAHUE HA HAIUYUE KONCHO20 2eMOPPASUYECKO20
CUHOPOMA PAZTUYHOU BLIPANCEHHOCIU 8 GUOE MHONCECMBEHHBIX IKXUMO308 U 2eMANOM, 803MONCHLIX
npu mANCENOU U cpeonemsdicenol gopme cemoghunuu. Bvicokoseposmuo evisasieHue NPUHAKOS8
nopascenust cycmasos 6 suoe degopmayuu, omexa u J1OKAIbHO20 NOBbIULEHUS MEMNePaAmypbl KOJiCU
(ocmpulil eemapmpo3) u/uiu NPUHAKO8 HAPYUEHUS NOOBUNCHOCIIU, 00beMda OBUNCEHUL CYCMABO8,
2unompohuu  Mbluiy KOHEYHOCMU HA CMOPOHE NOPANCEHHO20 CYCMABA, HAPYUWEHUE NOXOOKU
(Oedhopmupyrowas apmponamus). Ilozeonsem onpedenumv msdcecmv COCMOAHUA NAYUEHMA U

HeobX00uMOoCmsb NpoedeHUs Cneyuhuueckol 3amecmumebHOU U/ UIu 2eMOCMamuyecKol mepanuu.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

Tlonyuenue MmaxkcumanibHo2o Koauvecmea J1aOOpamopHulx OAHHBLIX Cnocoocmeyem epupurayuu
OUacHO3a U UCKIIOYEHUI0 Npuodpemennvix Odegpuyumos gaxmopos ceepmoisanus kposu VIII/IX, a

makice UCKIIOUeHUI0 0eqhuyumos opyaux pakmopos c8epmul8anusi KPOosu.

e [lauenTtaM ¢ mnoOHO3peHHEM Ha TreMOQWIMIO, a TaKXe MalleHTaM C BEpUPUIUPOBAHHON
reMopuived TpH  KaXJAOM BHU3HTE K Bpauyy-reMaroyiory pPeKOMEeHJI0BAHO BbIMIOJIHEHUE
KOaryJaorpaMmMbl  (OPUEHTHPOBOYHOTO HCCIIEIOBAaHUSI CHUCTEMBI TeMOCTas3a), C O00s3aTeIbHBIM
BKJIFOUCHHEM CJIEYIONINX MapaMeTpPOB: aKTMBHUPOBAHHOE YACTUYHOE TPOMOOILUIACTUHOBOE BPEMsI
(AYTB), onpenenenue npoTpoMOMHOBOTO (TPOMOOIIIIACTUHOBOIO) BPEMEHHU B KPOBU WJIH B IJIa3Me,
OTpesieNieHne TPOMOMHOBOTO BPEMEHU B KPOBH, UCCIIECIOBAHUE YPOBHS (PUOPHUHOTEHA B KPOBH ISt

KOHTPOJISL COCTOSIHUS CBEPTHIBAIOLLEH CUCTEMBI KpoBH [ 1,3,6].
YpoBennb yoenureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

Kommenrtapuu: ons cemopuiuu xapakmepno uzonuposannoe yeenuuenue AUTB, npu coxpanenuu
opyaux noxazameneti 6 npeoenax HOPMANbHuIX 3HayeHuli. Heobxooumo umemsv 6 6udy, umo npu
npogeodeHuU CKpUHUH2A Y NAYUEHMO8 C JIe2KOt (PopMOlL 2eMOPUIUU BO3ZMONHCHBL HOPMATbHBIE 3HAYUCHUS]
AYTB.

[na sxcmpenno2o KOHmMpons 2¢hghexkmusnocmu mepanuu HeooOXoo0umMo ucnonvzosanue mecma AYTB
(HeoOX00UMO NONYYUMb HOPMATbHLIE UNU CYOHOPMATbHLIE 3HAYEHUs), O0OHAKO SMuU OdHHble He
noseonsaom ouggepenyuposame 3uauvenuss akmusHocmu eviue 30-50% u ne ompasicarom npamotl

Koppenayuu ¢ akmusnocmoito hakmopos VIII u IX.

e [lanmentaM ¢ mTOAO3pEeHHMEM Ha TeMO(QWIMIO, PEKOMEHJI0BAHO BBHINOJIHEHHE OOLIEero
(KIMHUYECKOr0) aHajau3a KPOBH M HCCJIENOBAHUE YPOBHS TPOMOOLIMTOB B KPOBU JUJISi KOHTPOJIS

nokasareJsieit kposu [1,3,6].
YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e [lanmieHTaM ¢ reMOpparuyeCcKuM CHHIPOMOM IPU BBISIBICHUU M30JIMPOBaHHOTO yminHeHuss AUTB
Opy TOAO3PEHUH HAa TeMOQUIHI0 PEKOMEHJA0BAHO WCCJICIOBAaHWE KPOBU JUISI JTUArHOCTHUKU
BpPOXKJIEHHOTO JAeduuuta (aKTOPOB CBEPTHIBAHMS, BKIIOYAIONIEE ONpEAeieHHe aKTUBHOCTH
¢dakropa VIII B cbiBOpOTKE KpOBHU, OmpenerneHre akTuBHOCTU (paktopa IX B ChHIBOpOTKE KpOBH,
ompezesnieHne akTUBHOCTH (akropa XI B CBIBOPOTKE KPOBH, OIpeneneHne akTuBHOCTH (akropa XII
B CBHIBOPOTKE KPOBH, HCCIIEIOBaHHE AaKTUBHOCTH U CBOMCTB (hakropa Bunebpanma B Kposw,

uccienoBaHue anturena axkropa Bumiedpanna [1,3,6].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapuu: na émopom smane onpedenaom akmueHocms pakmopos niazmeHHo20 2eMocmasa
— FVIII, FIX, XI u XII, akmuenocmo ¢hakmopa ¢pon Bunneopanoa (vWF:RCo), ag-vWE



o [laruentaM ¢ momo3peHHEeM Ha TeMODWIWIO WJIM C YCTAaHOBIECHHBIM JHATHO30M TeMO(uiIus
PEKOMEHAYeTCH onpeoeneHue akmusHocmu uneuoumopos k gaxmopy VIII u/unu k ¢pakmopy IX 6
niasme Kposu ¢ ucnonvzosanuem memooa bemesoa 6 mooupuxayuu Humecena c yenvio oyenku
COCMOAHUSL C8epMbleaAlOwell CUcmemsbl U KOHMPOJS 3PHeKmusHocmu npogoouMo2o JeueHus: 8

cnedyrowux cumyayusax [1,3,7—-13]:

e y Oemell — kadicovle 5 Onell nepsvie 20 oueti seedenus (/[B), kaxcovie 10 oueti ¢ 21 oo 50-u /B, a

3amem He menee 2 pasz 6 200 0o 100 /[B.

e y nayuenmog c 6onee uem 100 /IB npenapama — 1 pas 6 200 u 0ONOIHUMENbHO 8 C1e0YVIOUWUX
cumyayusx: CHudcenue 3¢)gekmusHocmu 3amecmumenvHol mepanuu Qaxkmopamu npu 66edeHuu
A0eKBaAmMHUbIX 003, NOAGIEHUE UTU YEeludeHUe KOTUYeCm8a KpoBomeyeHUll Ha NPoQuUiIaKmuyecKkorl
mepanuu, omcymcmaeue O00CMAmMoOYH020 NOBbIUEHUS AKMUBHOCMU (akmopa 6 Kpou nocie

88edeHUs npenapama.

o nepe() Xxupypeuveckumu emeuwtamenbCcmedmu U nocijie onepayuu npu omcyncmeuu a0eK8amHo20

NOBbIUEHUS AKMUBHOCTNU (PAKMOPA 6 KPOGU NOC/ie 86e0eHUs npenapama.
e uepes 4 neoenu nocie OKOHUAHUS NPOGEOEHUs UHINEHCUBHOU MePANnUuU.
YpoBeHb yoeauTeIbHOCTH PeKOMeHAalUil A (YPOBeHb J0CTOBEPHOCTH 10KA3ATEJILCTB — 3)

KoMMeHTapum: noomeepoicoenue Haiuyus uHeuoumopa u onpeoeienue e2o mumpa 6blnoaHIemcs 6
KOaz2ynono2uyeckol rabopamopuu. Y nayuenmos, noayuanwux npo@puiaKmuKy sSMuyusymaoom™**, ons
onpedenenuss mumpa uneuoumopos k FVIII ciedyem ucnonvzoeame XpomozeHuvlli Memoo ¢ OblubUmu

gaxkmopamu Kposu.

Knaccugpuxayus uneubumopos:

- mump uneubumopa < 5 BE - uneubumop 6 Hu3Kom mumpe (HU3Kopeazupyowuil)

- mump uneubumopa > 5 BE - uneubumop 6 gvicokom mumpe (8bicoKopeasupyoujuii)

Hneubumopwvi 6 nHuzkom mumpe mocym Ovlmb MPaH3UMOPHLIMU U UCYe3amb 6 medeHue 6 mecsayes.
Hneubumopwvl 6 6vbicOkKoM mumpe O00bIYHO HOCAM NOCMOSHHbIUL Xxapakmep. llpu OnumenvHom
OMCYmcmeuy 3amMecmumenvHol mepanuy ux mump MOXNCem CHUUMbCA, HO NPU B80300HOGIEeHUU

mepanuu moatcem pas3eumsCia AHAMHeCMUu4eCcKasl peaxkyus 4epes 3-5 Owneu.

IIpu ouenv nuszkom mumpe (<0,6 BE) uneubumop modxcem He GblABNAMbCA NPU UCCLE008AHUU
memooom  bemezda, Ho moocem obOycrasnueamsv  yKopouewue nepuooa  NoyebleeoeHus U

60CCMAHOBIIEHUA @CIKMOPCZ.

 [lamuenTtam c momo3peHrneM Ha TeMO(UIHIO MPU BBISIBICHHOM CHMKEHHMH aKTUBHOCTH (hakTopa IX

PEKOMEHAYETCS onpedeiieHue akmueHocmu uHeubumopos xk gaxkmopy 1X 6 niasme kposu [8].

YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)



o HaHI/IeHTaM C reMoppartd€cCKuM CHHAPOMOM IIpH HEBO3MOXXHOCTH MHPOBCACHHA IMOJHOLICHHOI'O
KOaryJoruaeCkoro 06CJ'I6I[OBaHI/ISI PEKOMECHI0BAHO BLIITIOJITHCHUC TpOM603J'IaCTOI‘pa(1)I/II/I JJIsA

BBISIBIICHHS] | MOHUTOPHUHIA HAPYIIEHUI B CBEPTHIBAIOIIEH CUCTEME KPOBH [ 14].
YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: y vacmu nayuenmog ¢ yCmaHOGNEHHbIM OUASHO30M MO2YM OblMb  GbINOIHEHbI
UHmMez2paibHble Mecmvl OYEHKU 2emMocmasa, Hanpumep mpomoboanacmoepaghus. Pezynomamol
UHMEZPATIbHBIX Mecmo8 Mo2ym 0003HAYUMb HANPABIEHHOCHb HAPYWEHUL C8epmblearoueli CUucmembl
Kkpoeu. Onu He Mocym 6blmb UCNONL308AHBL 018 YCMAHOBIEHUS OUACHO3A U ONpedeNenUsl NPenapamos
Olsl JledeHuss U pexcuma ux esedeHus. Mcnonv3osanue UHMESPANbHBIX MECMO8 BO3MONCHO 8
HEKOMOpbIX  CAY4asx 6  Kauecmee  CKPUHUH2OBbIX  NPU  HEBO3MONCHOCMU  NPOBEOeHUs.

Koaceyiojlocudeckoco ucczzedoeanu;z, a makowce 0nsl KOHMPpPOJiA HPOGOOMMOZZ mepanuu.



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

HHcmpymeHmaJleble uUcc1e006aHus moeym no3e60Jjiunsb BU3YAIUIUPOBAMb KpOGOWl@U@HHﬂ/
KPOBOUSTUAHUA PA3TUYHBIX JZOKCUZMS’GI/}ML?, a makoitce 6bliA6UNb OCHONCHERUA, PA3BUBIUUECA ecreocmaeiue

2emMoppazudecKux nposeieHull.

e Bcewm mamueHTam ¢ mopo3peHrueM reMOoQUINI0 WU C YCTAaHOBJICHHOW reMO(pWINEH MpU HAIUYUU
MOJIO3PEHUST HAa KPOBOTCUEHUS/KPOBOMBIHUSHUS B OpraHax IKEIYJOYHO-KUIIIEYHOTO TpaKTa
peKoMeHayeTcss  330(aroracTpoayo/leHOCKONUSI  W/WIM  TOHKOKMIIEUHAs/TOJICTOKUIICYHAs
SHAOCKOMNUSL BUICOKAINCYJIbHAS JUIsl ONPENEICHHUS BBIPAXKEHHOCTU NPOSBICHUN TeMOUINU U

YTOUYHEHUS JIOKaIU3aluu kpoBoteueHus [15,16].
Yposenn yoeaureabHoCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e Bcem mamuenTam ¢ mopo3peHrueM reMoQUINI0 WU C YCTAaHOBJICHHOW reMO(PWINEH MpU HAIUYUU
MOJIO3PEHUs Ha KPOBOTEUEHUE/KPOBOMBIUSHUE B CYCTaB pPeKOMEHAYeTCsl YIbTPa3ByKOBOE
HCCJIeIOBaHUE CYCTaBa, WM PEHTreHOrpadusi MOpaXEeHHOTO CycTaBa, UJIM MarHUTHO-PE30HAHCHAs
ToMorpadusi cycraBa Jisl ONpPEACNCHUS BBIPAXKEHHOCTU MPOSBICHUN TeMO(DUINU U YTOUHEHUS

JIOKaJIM3aluu KpoBoteueHus [ 1,3].
Yposennb yoenureabHOCTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

e Bcewm namuentam ¢ mopo3peHHEM reMO(HINI0 UM C YCTaHOBJICHHOW reModuinell mpu HaTu4uu
MOJO3PEHUS] HA KPOBOTEUECHMS/KPOBOM3NMSIHUS B OpraHax OpIOIIHOM MOJOCTH  W/WIU
3a0PIOIIMHHOIO MPOCTPAHCTBA PEKOMEHAYeTCsl YIbTPa3ByKOBOE UCCIIE0OBAHUE OPIaHOB OPIOIIHOM
MOJIOCTH (KOMIUIEKCHOE) W 3a0pIOIIMHHOTO MPOCTPAHCTBA [JISl OMPEACIICHUS BBIPAKCHHOCTH

MPOSIBIICHUH TeMO(DHUIINY ¥ YTOUHEHUS JIOKaIM3aIuu KpoBoreuenwus [1,3].
YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e Bcewm mamueHTam ¢ Mojo3peHueM reMoQUINI0 UM ¢ YCTAaHOBJICHHON reMOo(QWINe MpU HAIUYUU
MOJIO3PEHUSI HA KPOBOTECUCHUS/KPOBOM3IUSHUS B MOYEBBIBOJSIIMX MyTIX PeKOMEHIYyeTCsI
VIIBTPAa3BYKOBO€ MCCIIEOBAHUE MOUYEBBIBOMSAIIMX IYTEH U ONPEACIEHUS BBIPAKEHHOCTH

MPOsIBIICHNH TeMO(DUIINY U YTOUHEHHUS JIOKAIHU3aIiuu KpoBoTeueHus [17].
YpoBenb yoeauteabHocTH pekoMenaamnuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e Bcewm mamnueHTam ¢ Mojo03peHueM reMOQUINI0 WU ¢ YCTAaHOBJICHHON reMO(QWINEed MpU HAIUYUU
MOJIO3PEHUSI HA KPOBOTECUCHUS/KPOBOMBIUSHUSA B OpraHax TpYIHON KIETKH PeKOMEHIyeTCs
KOMITbIOTEpHAst ToMmorpadusi OpraHoB TPYAHOW KIETKH IS ONpENeiCHUS BBIPAKEHHOCTHU

MPOSIBIICHUN TeMO(PUINU U YTOYHEHUS JIOKaIu3aluu kpopoteuenus [18,19].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTeIbCTB — 5)



e Bcewm marueHTam ¢ mopo3peHrueM reMOoQUINI0 WU C YCTAaHOBJICHHOW reMO(pWINel MpU HAIUYUU
MO/IO3PEHMS] HAa KPOBOTEUEHUS/KPOBOUBIUSHUS B TOJIOBHOM MO3Te PEKOMEHYeTCH KOMITbIOTEpHAas
TomMorpadusi WJIM MarHUTHO-PE30HAHCHAss ToMmorpadus TOJOBHOTO MO3ra JUIisl OINpeaeicHUs

BBIPKEHHOCTH TIPOSIBIICHUH TeMO(UINU U YTOYHEHUS JTIOKaIU3aIui KpoBoTeuenus [ 1,3].

Yposenn yoeaureabHoCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

e Bcem MmangueHTaM C IIOAO3PCHUCM I‘eMO(bI/IJ'II/IIO nin C YCTaHOBJ'IeHHOI\/JI I‘eMO(bI/IJ'II/Ief;I IIpHU HAJINYUHU
IIOAO3PCHUA Ha TICMOpPparud4€CKUC IIPOABICHHA MWW HX IIOCICACTBUA PEKOMECHAYIOTCHA
KOHCYJIbTallun HpO(l)I/IJ'ILHBIX CIICOUAJIMCTOB, B 3aBUCHUMOCTH OT JIOKAJIMU3AlWKW KPOBOTCUCHUA, IJIA
OIpeaAcCICHUA HapymeHI/Iﬁ B PpPa3IMYHBIX OpraHax MW CHUCTEMaX BCJICACTBHUEC COCTOABIICTOCA

(mepeHeceHHoro paHee) KpoBoTeueHus/kpoBouznusinus [1,3]:
e Bpaya-TPaBMaTOJIOra-opTorneaa
e Bpava-xupypra
e Bpava-ypoJiora
e Bpaya-HEBpOJIOTa
e Bpavya-OTOPUHOJIAPUHIOJIOTA
e Bpava-CTOMATOJIOra

YpoBeHnsb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 O01mue NPUHUKMINBI JIeYEHH S

e Bcem manueHtaMm ¢ reMopuineil pekoMeHAayeTcsl IPOBEACHUE CHEU(PUUECKON 3aMeCTUTENbHON

Tepanuu pakTopaMu CBepThIBaHMs KpoBH [1,3].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

Kommenmapuu: nposedenue cneyuguueckoii 3amecmumensvHol mepanuu Gakmopamiul C6epmuleaHus
KpOBU NOKA3AHO nayuenmam ¢ aoboil msdcecmvio 3aboneeanusi. Bvlbop pexcuma neuenus (no
mpebo6anuio il NPOGUIAKMUYEcKl) 3a8Ucum om KIUHU4ecko2o penomuna zabonesanusi. @axmopuol
ceepmuviéanusi Kposu 6soosimcs enympugenno. Cospemennas mepanus cemouiuu 6azupyemcs Ha
npuHyune «O0OMawiHe2o JeyeHusy (npoguiakmuveckom uiu no mpebosanuio). ObszamenbHbIMU
VCA0BUAMU OJIs1 NPOBEOCHUSL «OOMAUHE20 Ne4eHUsLy SGTAIOMCA. HATU4Uue y NayueHma npenapamos
Gdaxmopoe ceepmvuleanus Kpou (npenapam HAXO0UMCS mMam e, 20e NAyueHm), peuiexue o
NpUMEHEeHUU Npenapama npuHuMaem HAYueHm uiu e20 pPOOCMBEHHUKU 6 COOMBEmCmeuu ¢
PEKOMEHOAYUAMU  BPAYA-2eMAMON02d, NAYUEHM U/UlU €20 POOCMBEHHUKU O00YYeHbl NpABULaM

XPAHEHUA U UCNO/Ib306AHUA npenapanos.

Heobxooumo ucnonv3zosams ouuujeHHvie, 8UPYCUHAKMUBUPOBAHHbIE NPENapamovl, U320MOoleHHblE U3
OOHOpCKOU Nl1azmvl uenogexka, us cpynnvl «@axmopwvl ceepmouiganusi kposuy (BO2BD no ATX
Knaccuguxkayuu) — niazmamudeckue (paxmop ceéepmouiganus kposu VIII**, ¢haxmop ceepmviéanus
kposu IX**, ¢haxmop ceepmuvisanus xkposu VIII + paxmop Bunneopanoa™*, anmuuneubumopmwiii
KOa2yNaHmHbIl Komniekc™**), unu pexombunanmuvie (oxmorxoe anvgha™**, mopokmokoe anvga™**,
HoHakoe anvgha™*, —onmakoe anvgpa (akmusuposanuvili)**, cumokmokoe anvga (hakmop
ceepmoieanusi Kposu VIII uenoseueckuii pexomOuHawmuwviii) **, 10HOKMOKOZ aAnb@a, MypOKMOKO2
anvgha), uiu pekombOuHawmuvie KoHyenmpamsl Gaxmopos ceepmouisanusi kKposu VIII/IX ¢
NPOJIOHSUPOBAHHBIM NEPUOOOM NOJLY8bleedeHUsl (IMoporkmoKoe anvgha™*, pypuokmokoe anvgha naeor,

anoympenenounakoe anvgha) [1,3].

Y panee neneuenvix nayuenmoes uenecooopasno npoeoouUms mepanuio Gaxmopamu ceéepmovléaHus
Kpo6u, U320MOGIEHHbIMU U3 OOHOPCKOU NAA3MbL WU  DEKOMOUHAHMHBIMU KOHYEHMPAmamu
Gpaxmopose ceepmuvisanus kposu VIII/IX 6e3 cmenvr mepanuu 6 meuenue 100 Owueti 6sedenuti (npu
YCI08UU  OMCYmMcmeus @vlpabomxu uneubumopa). B nacmoswee 6pems Hem oOcHo8auuil O
npeonoumenuss Mou UIU UHOU 2PYnnvl  (PAKmMopo8 CeepmuléaHus Kposu: NIAZMAMUYEeCcKUX
(cooeporcawyux unu He cooepxcawux Gaxmop Bunnebpanoa) unu pexombunammmueix. Ilpu

Y00811em8opumenbHoll 3hgexmueHocmu u nepeHoCUMoCmu NOIY4aemMou NAyueHmom cneyuguuecKoll



mepanuu cmena MHH ¢axkmopos ceepmuisanusi xposu VIII unu IX Ha npomsdwcenuu HcusHu

Heueﬂecoo6pa3Ha.

IIpeonoumenue 0012icHO 0MOABAMbCL MOMY Npenapamy, KOmopwlil npu pasHou 3@pgexmusnocmu
ayuue 6ce20 NePeHOCUMCs NAYUeHmoM, umeem Jayyuiue Gapmakokunemuieckue uHOusUOyaIbHble
nokazamenu u Haubosee y0ooeH 8 UCNONb308AHUU, UCXOOSL U3 KOHKPEMHbIX 00beKMUBHbIX Yca06ull. [
UHOUBUOYATbHO2O ~ NO0DOpa  npenapama  B803MOJNCHO )y  4aCmMu  NAYUEHMO8  NpPOo8edeHue

G apmakoxunemuueckoeo uccieoosanus [20,21].

Cmena MHH y xonxpemnozo nayuenma npu OmMcCymcmeuu 3apecucmpupo8anHblX HeHCenamenbHblX
AGNeHULl HA 86e0eHUe UCNONb3YeMO20 NPenapama U y0081emeopumenbHOM KIUHUYeCKOM omeeme Ha

mepanuto 803modicHa nocie 100 sxcnosuyuonnvix OHell 86ederus paxKmopos ceepmuvléanus KPosiu.

Hcnonvzoeanue neouuwjenHvlx npenapamos Ojisi NPOQUIAKMUKU ULU TedeHus KpOBOmeueHUl npu
2emMopuaUUu — KOMNOHEHMO8 KPOBU (CBEHCE3aAMOPONCEHHOU NIA3MbL UNU (PaAKMOpa ceepmuvléanusl KpOGU
VIII** 6 nexapcmeennoll ghopme pacmeopa 051 UHPY3Ull [3AMOPOANCEHHO20]) — BOZMONCHO MONBKO 8
Cyuasnx, Ko20a HeooCmynen (akmop ceepmvléanusl KpoGu, U He OONNCHO AGNAMbCA NOCMOAHHOU

npaxmuxou [20,21].

3.2 JleyeHne KPOBOTEYEHUI

Pacuem 0o3bl pakmopose ceepmuviéanusi Kpou u NPOOOIHCUMENbHOCb JleYeHUs. NPOBOOUMCSl UCXOOSL
U3 Yyenesoeo 3Ha4eHUss AaKMUBHOCMuU 0ePUYUMHO20 hakxmopa u 6uda KposomeyeHuUs (CM. NPUiIodNHceHue
A3.1).

Bo scex cnyuasx neobxooumo cpasy uUcnonb3o8ams 00CMAMOYHYI0 003) U COOM00amv KpamHocmb

ssedenus npenapama [3,22]

Ucnonvzosanue Headex8amHo HU3KOU 003bl U HECOONI0O0EHUe PeXCUMA B8e0eHUsl NPUBOOUM K
CHUDICEHUIO  d(pexmusHocmu, YXyOueHUur) COCMOSIHUSL U VBEIUYeHUI0 pacxoda npenapamd.
Heaoexeamno 8blCOKasi 0030 MOICEM NPUEECmu K pa3eumuio mpomoo306 u HeonpasoaHHo NoGbLULAEN

pacxoo npenapama.

e V BceX MAIMEHTOB ¢ reMo(duinei, y KOTOPhIX HET JaHHBIX 00 WHIWBUIYAIbHBIX OCOOCHHOCTSX
(bapMakOKMHETUKH, PEKOMEHI0BAHO HCIOJIb30BAHUE YCPEIHEHHBIX 03, MPHUBEICHHBIX HHUXKE
[1,3,22-24]:

e pacueT 1036l (hakTopa cBepThiBaHHS KkpoBu VIII**/oktokor ambda**, MopokTokor anbda**,
CUMOKTOKOT anbda (paxkrop cBeprbiBaHus KpoBu VIII dyenoBeueckuii pekOMOMHAHTHBIN)**,
TYPOKTOKOT alibpa, TOHOKTOKOT aibda, 3PMOPOKTOKOT albda™*™*, pypHOKTOKOr aibda mIroa ass
nanueHToB crapuie 1 roma: go3a (ME) = macca tenma x (TpeOyemas akKTMBHOCTh — Oa3zaibHas

aKTUBHOCTB) X 0,5.



e pacueT 1036l (akTopa cBepThiBaHHS kpoBu VIII**/oktokor ambda**, MopokTokor anbda**,
CUMOKTOKOT anbda (daxkrop cBeprbiBaHnus KpoBu VIII dyenoBeueckuii pekOMOMHAHTHBIN)**,
TYpOKTOKOT ainb(da, 3pMOpoKTOKOr anbpa*™™, pypHOKTOKOr aibda MAron y AeTeil MmepBOoro roaa

*u3Hu: no3a (ME) = Macca tena x (TpeOyemast akTHBHOCTD — Oa3alibHasi akTUBHOCTB ).

e pacueT A03bl pakTopa cBepThiBaHMs KpoBU [X**/Honakor anbda™*/anOyrpenenonakor anbda: 103a

(ME) = macca Tena x (TpeOyeMas akTUBHOCTb — 0a3ajibHasi aKTUBHOCTb ).

o mipu BBenenun 1 ME/kr maccel Tena nanuenta aktuBHOCTh FVIII noBeimmaercs, B cpeanem Ha 2%
(y mauueHToB crapiie rojaa) (Boccranoninenue aktuBHocTd FVIII - Tect BoccTtanoBnenus = 2), FIX

— B cpenHeM Ha 1% (TecT BoccTaHoBieHus = 1).
e VY nerelt mepBOro rojia JKU3HU CTeNeHb NoBbImeHus: akTuBHOCTH FVIII Moxxet ObITh MenbIte — 1%.
YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmenTapuu: 6 npenapamax co cmaunoapmusbim nepuooom nojyvieedenusi Nepuoo NoLy8blee0eHUs
FVIII** cocmaensem oxono 8-12 uacos, nepuoo nonysvigeoenus FIX** cocmasnsem okono 24 uacos.
Ilepuoo nonyswieeoenus FVIII** ¢ npenapamax ¢ nponoHeUpoOBaAHHbIM NEPUOOOM NOYEbLEEOEHUs.
yeenuder 8 1,3 u bonee pasz [25], nepuoo nonyevieedenus arbympeneHonarkoe aivgha ysenuyer 8 3,5-4
paza (no 95,3 gacoB y B3poCIbIX U A0 86-89 4WacoB y nmeTei pasiImuHOrO BO3pacta). [IpumerneHue
npenapamog ¢ NpOJIOHSUPOBAHHLIM NEPUOOOM NONYBbIGEOeHUs 6 pexcume Nno Mmpedosanuio
oonyckaemcs — MONbKO Ol NAYUEHMO8,  NOAYYAWUX — DPeSYIAPHYI0  NPODUIAKMUYLECK)YIO
3aMeCcmumenbHyl0 mepanuo OaHHLIMU NPenapamamu (8 ciyuae 803HUKHOBEHUSI KPOBOMEUeHUs Ul

npu nposedeHuU UHBA3UBHBIX eMeuamenvcms) [26].

B Hexomopuix cnyuasx, Hanpumep, npu UHOUSUOYALbHLIX OCOOEHHOCMAX (DAPMAKOKUHEMUKU 6
omcymcmeue uneudbumopa k FVII unu FIX), 603modicho npumenenue 6onee 8blcoKux 003 ¢axmopos

ceepmoieanusi kposu (BO2BD no ATX knaccughuxayuu) 015 Kynuposauusi Kpo8omeueHuil.

Yyumuieas eapuabervnocme  GapmakokuHemuyeckux nokazamenel y Ka#cO020 KOHKPEMHO20
nayuenma, 3amecmumenvHas —mepanus —mpebyem — KIUHUYECKO20 U, HpU  HeobXooumocmiu,
nabopamopHno2o konmpoins. Knunuueckuti konmpons 00onicen NPpo8oOUMbCs 8PALOM-2eMAMON020M NPU
obpawjeHuu nayueHmda, pooumensimMu U Camum NayueHmom NOCMoAHHO. B ocnoee kiunuuecxozo
KOHMPONA JNeHCum OYeHKA OUHAMUKU 2eMOpPPASUYecKUX MNpPOsGIeHUll U ee COnocmasienue ¢
npoBOOUMOU 3amecmumenbHol mepanuei. Jlabopamophwvili KOHMPOIbL NPOBOOUMCs NAaHoso 1 pas 6
200 u exarouaem onpeoenerue AYTB, akmusnocmu depuyumnozo axmopa 8 Kposu u Haluyue e2o
uneubumopa. BHennanosbwlii 1a60pamopHblii. KOHMPOTIbL NPOBOOUMCS NPU 0OpaAujeHUU nayuenma no
Nn0BOOY CHUJICEHUs. 3¢hhexmusHocmu npoeooumMol mepanuu u exmouaem onpedenenue AYTBH,
akmugHocmu depuyumno2o gaxmopa  Kposu 00 u yepes 30 Munym nocie 66e0enusi paciemHuol 003vl
npenapama (mecm 60CCMAHOGIEHUS), Haluyue uxneubumopa. B psode ciayuaes Oononrnumenvho
nposooumcs ¢hapmakokuHemuyeckoe ucciedosanue c onpeoeineruem axmuenocmu FVII/FIX no
HECKONbKUM MOYKAM C UYelblo ONpeoelenuss 8peMeHu NOIYICU3HU npenapama. s oyeuKu
Pe3VIbMAMUBHOCNIU  2eMOCAMUYeCKOU Mepanuu 803MONCHO V HACMU NAYUEHMO8 NposedeHue

uUHmezpaIbHo20 mecma - mpomooanacmozpaguu [1,3].



3.3. llpopuirakTuyeckoe JedyeHue

HpO@MﬂClKWlU‘l@CKClﬂ mepanus — Heobxooumoe yciosue COXpaHeHus @MS’M'JGCKOZO u ncuxojioeudeckozco

300p06bs NAYUEHMOB C MANCENOU U CPEOHEeMSHCENOl 2emMopuuetl.

IIpoghunaxmuxa 3axnouaemcs 8 cucmemMamuyecKom npUMeHeHuu aKxmopos ceepmul8aHus Kpogu Ui
amuyusymaba** (nocieonutl moavko 0as nayueHmos ¢ msoicenou gopmotl eemopuiuu A) ¢ yenvio
npeoomepawjenus KpogomeyeHu u passumus emoguiuveckoi apmponamuu. Ilpogunrakmuueckas
mepanus, KOmMopas HAYUHAEMCs Npu OMCYMCMEUU NPUSHAKOE NOBPENCOCHUsl CYCMAasos8, 00

mpexijiemnezo sozpacma u, Xxoms 6bl, 00 6Mopoco SNU300a cemapmposa Hasvleaemcs nepeuquﬁ.

llepsuunas npoghunaxmuxa saensemcs Haubonee 3QPhekmuenol 051 NPedOMEPaAUleHUs. NOPANCEHUS
onopHo-0sucamenvHo2o annapama. Pewenue o0 Hauane NOCMOAHHOU — NPOPUIAKMUYECKOU
3amMecmumenbHol mepanuu HeodX0OUMO NPUHUMAMDb C Y4emoM COCMOSAHUS 8eHO3H020 docmyna. [lpu
HeoOX00UMOCMU MOXCem peulamuvcs 0Npoc 00 YCMAHOBKE YEHMPAIbHO20 6EHO3H020 Kamemepd,
KOMOpblll  Modcem Oblmb UMIIAHMUPOBAH U UCHONb308AH MOAbKO 6 Clyuyde B03MONCHOCHU
obecneueHuss a0eKB8amHo20 0becneueHus: HeoOXOOUMbBIMU PACXOOHLIMU MAMEPUALAMU, YX00ad U

Habn0eHus nayuerma no mecmy stfcumenbecmed.

Bmopuunas npogurakmuxa Hauunaemcs nocie O08YX uau 0Oonee 2emMapmpo308 Npu HAIUYUU
MUHUMANbHBIX NPUSHAKOB NO8pedcoerus cycmasa. Tpemuunas npo@uiakmuka Ha3Havaemcs 6 iodom
go3pacme Npu HAIUYUU NOBPEXCOeHus cycmasa/cycmaeos. Mooxem Ovlmb NOCMOAHHOU UMY

KPAmMKOCPpOUHOUL (NepuoouydecKkoll).

IIpopunaxkmuueckass mepanus He YCMpaHsem Yice paA36USULeecs NOBPE’COeHUe Cycmaed, Ho
YMeHbWaem u4acmomy KpOGOMEYeHUU U MOJCem 3amMelums Npocpeccuposanue apmponamuu u

Vayuuunisb Kavecmaeo JHCU3HU.

llokazanusamu Onsi  nposedenuss NOCMOSHHOU NPOPUIAKMUYECKOU 3AMeCMUMEIbHOU  mepanuu
Gpaxmopamu ceepmoisanusi kposu (BO2BD no ATX knaccugpuxayuu) sensromces: msoicendas gopma
cemopunuuy, cpeonemsidicenan gopma eemouauu npu  pazeumuu  xoms Ovl 00HO20 INU300A
2emMapmpo3a Uiy GbIPANCEHHBIX 2eMOPPALUMECKUX NPosiéienutl Opyeou aokamuzayuu. Ilayuenmam c
akmusHocmolo  akmopa >5% nocmosHHOe Ui OIUMeNbHOe NPOPUIAKMUYECKOe JleyeHue
HeoOX00UMO NpU NOBMOPHBIX KPOBOUITUAHUSX 6 CYCMABbl, NOAGIEHUU NPUHAKOE CUHOBUUMA UTU
apmponamuu, GbIPANCEHHLIX —2eMOPPASUYECKUX NPOSGIEHUSX, MPedyIowux 4acmviX 66e0eHUll

Gaxmopoeé ceepmuviéaHus KpoGu.

na oyenxu s¢hghexmusnocmu u pewreHuss 0 HeoOX0OUMOCMU KOPPEKYUU DeXCUMa Npopuiakxmuxu
PEKOMEHO0BAHO KOHMPOIUPOBAMb KIUHUYECKU U J1aO0paAmoOpHO NPOBOOUMYIO NPOPUIAKMUYECKVIO
mepanuro. Ilpu  KiuHuyeckomM Kommpole, peuwleHue o0 HedoCmamouHou 3Ipgexmuenocmu
NPOPUIAKMUYECKOU 3aMeCmUmMeNbHOU mepanuu NpUHUMAaemcss 6 cayyasx. Oonee 2-X 9nuU30008
CNOHMAHHBIX ~ 2eMAPMpO308 8 200, HNOAGIEHUs NPUSHAKOS XPOHUUECKO20 CUHOBUUMA  UTU
npoepeccuposanuu apmponamuu, B03HUKHOBEHUSL HCUSHEY P OHCAIOUJUX KposomeueHuil.

Jlabopamopuwiii KOHMPOIbL 3AKAIOYAEMC 8 ONPedeleHUU OCMAamoYHoOl aKMUSHOCMuY akmopa nepeo



credyiowum esedenuem (00NdcHa Ovimb He Hudce 1%), Kommpone Hanuuus uHeubumopa, u, no

603MO2MCHOCMU, 6 I’lp06€()€H1/l1/l qbapMaKOKuHemuquKoeo UCCTIe00B8AHUSL.

na nabopamoproco MOHUMOpUHea Mepanuu ciedyenm UCHOIb308aMb AHANU3, YMBEPHCOCHHDBIU OIS
KOHKDEMHO20 Npenapama, NpuMeHsemoeo O JaedeHus. s niazmamuieckux @axmopos
ceepmuleanusi kposu VIII**/IX** pexombOunanmuvix KonyeHmpamos haxmopos ceepmul8anus Kposu
(okmoxkoe anvgha™*, mopoxmoroe arvpa™*, nonaxoe anegha**, snmaxoe anvgha (akmusuposarnwiii)**,
cumokmokoe anva (hakmop ceépmuisanus kposu VII uwenoseweckuii pexomoOurnamuwlii)**,
JIOHOKMOKOZ anbgha, mMypoKmokoz aivgha) u Gaxmopvl ceepmvieanus Kposu (PeKoMOUHAHMHBIX
KOHYeHmpamos ¢hakxmopa ceepmvléaHus Kpo8U C HNPOJIOHSUPOBAHHBLIM NEPUOOOM NOJIYEbIBEOEHU)
(a¢pmopoxmoxoe anvgha™*, pypuokmokoe anvgha nseon, ardbympenenoHaxoz anb@ha) pekomMeHOyemcs
UCNONBL308AHUE OOHOCMAOULIHO20 UL XPOMO2EHHO20 Memood. [lia nayueHmos, noay4arujux
amuyusymao **, npu onpeoenenuu akmusnocmu FVIII u mumpa uneubumopa FVIII pexomendyemcs
UCNONL3068AMb XPOMO2EHHBIL Memoo ¢ OblubUMU akmopamu Kposu. Pe3ynomamul 00HOCMAOUiHO20
memooa onpedenenus AYTB y nayuenmos, nonyuarowux smuyusymad**, oyoym uckadiceHvl u3-3a
moeo, umo 6 omauuue om FVIII smuyuzymab™** ne mpedbyem axmusayuu mpomoOUHoM Ol C6A3U C
cyocmpamamu. Kax cnedcmesue, 6ce mecmol, ocnogantvle Ha AUYTB, éxknrouas 00HOCMaoutiHblll aHaIU3
akmusnocmu  FVIII u onpederenue mumpa uneubumopa memooom bemeszoa 6yoym oasame
UCKadCcenHvle pe3yibmamsl. Imo HeoOX00UMO YHUUMbIBAMb NpU HA3HAYEHUU U UHMepnpemayuu
pe3yibmamos 1adopamopHvlX Mmecmos y NAYUueHmos, NONYHAWUX IMUYU3YMad™*, u mex, Komy

npenapam ovl1 ommenen menee 6 mecsayes momy Hazao [43,44].

[pununamu nedocmamouno 3phekmusHol 3amecmumenbHoll nPoQUIAKMULEeCKOl mepanuu Mo2ym
ObIMb: pazeumue uHeUOUMOoOpPa K haxmopy ceepmul8anus Kposu, Ha3HaueHue HedOCMamo4HOU 003bl U/
UL KPaAmHOCMU 88e0eHUsl, HeCODI00eHUE PEeNCUMA 86e0eHUs U O03UPOBOK NAYUESHMOM U POOUMETAMU,
UHOUBUOYANbHBIE 0CODEHHOCMU nayueHma, mpebyrowue npumeneHus 6oiee 8blCOKUX 003 uiu boee

yacmozo 66e0eHus npenapamada.

Pewenue o nosviwenuu 0036l UIU KPAMHOCMU 68€0eHUs Npenapama npu npo@uiaKmuieckou
mepanuu OOINCHO ObIMb NPUHAMO, eClU UMEOMCs 00beKmueHble KIUHUYECKUe Ul 1abopamophbvie

oanmbvle 0 ee HeahekmusHocmu.

e Bcem mammentam ¢ Tskenod (hopMoi TeMOMUIUU W/WIH C TSHKEIBIM KIMHUYSCKUM (PEHOTUIIOM
3a00JIeBaHMsI PEKOMEH0BAHO MPOBECHUE MIEPBUYHON MPO(PUIAKTUKY C LEIbIO MPEIOTBPALICHHS

pa3BUTHSA reMODUITNYECKON apTPOMATUH ¥ MHBAJTUAU3AINY arueHToB [4,11].
YpoBenn yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

° HaHI/IeHTaM C YaCTbIMHM IMOBTOPAIOIIMMHUCA KPOBOUBIUAHHUAMHA B CYyCTaBbI (OCO6€HHO nanucHTam,
UMCHOIIUM CYCTaBI)I—MI/IHIeHI/I) PECKOMECHIOBAHO IIPOBCACHUC BTOpH‘-IHOﬁ HIIn TpGTH‘-IHOﬁ

npodunakruxu [20,27].
YpoBeHb yoeauTEILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

e PexoMeHyeMbIM pexXUMOM IpoduiiakTuku siisiercs [7,20,22,24,28-32]:



o marmueHtaM ¢ ['A — uHy3us dakropa cBeprhiBanus kpoBu VIII** (mmasmarnueckoro daxrtopa
ceeprbiBanusa kpoBu VIII) / mopoxmoxoz anvgpa™*, cumoxmoroe anvgha (gpakmop ceepmwvieanus
kposu VIII uenoseueckuii pexomounanmmuuwiir) **, mypoxmoroe arvgha B noze 25-40 ME/kr 1 pa3 B 2
THS Ui 3 pasa B Henento; nH(py3us okrokora anbha** y nereit maaamie 6 jet B qo3e 20-50 ME/kr
3-4 pasa B Hexmento, I manueHToB 6 neT u crapme 25-40 ME/kr 1 pa3 B 2 aus wiu 3 pasza B
Henento, nHQy3ust JOHOKTOKora anbda y aeteit muanme 12 sner B go3e 30-50 ME/kr 2-3 pasza B
HeAemo, i manueHtoB 12 smer u crapme 20-50 ME/kr 2-3 pasa B Hememo; uHQy3us
acmopokTokora ambda** B moze 50 ME/kr ¢ 3-5 nHEBHBIM HWHTEpBAjOM, 1032 W KPaTHOCTh
BBEJICHHSI MOXET ObITh CKOPPEKTHPOBAaHA HA OCHOBE OTBETa MAlMEeHTa B JHana3oHe oT 25 mo 65
ME/kr; undy3ust pypuokrokora aibda maron y gereit muanme 12 et B go3e 55 ME/kr 2 pasza B
Heaeo, 1yt narueHToB 12 met u crapiie 40-50 ME/kr 2 pa3a B Heaento.

e manuenTaMm ¢ I'B — undysus ¢pakropa csepreiBanust kpoBu 1X** B noze 25-40 ME/kr 1 pa3 B 3 aus
uiau 2 pasa B Heaeno; nHpy3us HoHakor anbdha** 40-50 ME/kr 1 pa3 B 3-4 gus (#HOHaKor anbda
JUTst ieteit 1o 6 et — 2 undysuu B Henento, 33-87 ME/kr [32]), undy3us anbyTpeneHoHakor aabgha

B f103¢ 35-50 ME/Kr onuH pa3 B HEJENIO.
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Kommenrapum: npu oonzocpounoii npoguinakmuke aidympeneHoHaKko2om aib@ha HeKomopwviM
g3pocivim nayuenmam (cmapwe 18 nem) c ecemoguiuei B, y xomopwvix OdocmueHym KOHmMpOTb
KpogomeueHuli npu 88edeHuU npenapama O0O0UH pas 8 Heoelto, MOJCHO HA3HAYAmb npenapam 8
oosupogke 0o 75 ME/ke ¢ unmepsanrom 6 10 unu 14 Owueu, 603MONMCHO OanbHelluiee YGenuyeHue
uHmepeanos egedenusi (makcumaivHo — 0o I paza 6 21 Oenv). V¥ nayuenmos demckoco 8o3pacma

PEKOMEHO0BAHHDBLUL pedcum 003uposarnus cocmasasem om 35 0o 50 ME/ke ooun pas 6 Heoeinro.

IIpu npogunaxmuueckom nevenuu Honakoeom arv@a™** y oemeti maaowe 12 nem, 6 3aeucumocmu om
UHOUBUOYANLHBIX 0COOEHHOCMEU (apMAKOKUHEeMUKY, 803pACma, Muna KpogomeueHull, Qu3uiecKoll
AKMUBHOCMU, 8 HeKOMOPBIX CYYAAX MO2YM UCHONb308AMbCS Oolee 8blCOKUE 003bl UNU YKOPOUEHHDbILL

unmepean esedenus npenapama [33]

IIpogpunaxmuueckoe 66edenue 11006020 npenapama iyyuie nposOOUMs YMPOM, 4modbl MAKCUMATbHAS
AKmMusHocmsb (axmopa 6 Kposu oOvlia 6 nepuod Haubonvuweu axmusHocmu. IIpomokon nposedenus
npouUIaKmu4eckou mepanuu O0NHceH Oblmb UHOUBUOYATbHLIM, HACKOAbKO 2MO0 B03MONCHO, 8
3a8uUcCUMOCmU OM 603PACMA, 86EHO3HO20 OOCMYNA, (heHOMUna KposomeueHul, akmusHocmu ghaxmopa,
KOMOPOUOHOCMU, COYUAbHOU AKMUBHOCMU NayueHma u ocobeHHocmell @GapmMakoKuHemuieckou
Kpueou. B nexomopuix ciayuasx (npu nogvluleHHOM mpasmamusme, UHOUBUOVAILHBIX OCOOEHHOCHIAX
Gapmaxokunemurku ¢ omcymcmeue uneuoumopa k FVIII) o3moorcno npumenenue 6onee 8blCOKUX 003

Gdaxmopoe ceepmulisanus kposu (BO02BD no ATX knaccuguxayuu) ons npoghunraxmuueckoeo iedeHus.

e Jlng mamueHTOB C TsKeNOW  (GopMoll remopuinu A PeKOMEHJ0BAHO  IIPOBEJICHUE
NpO(PHUIAKTUYECKOTO JICUCHHsS] SMULIM3yMaOoOM™*: Harpy3ouHas jo3a 3 MI/Kr Maccel Tena - 4
BBEJICHUS C HHTEPBAJIOM B 7 JHEH, C MOCIEAYIOIINUM PEryIIpHBIM BBEJAECHUEM Mpenapara B g1o3e 1,5

Mr/kr 1 pa3 B Heneno win 3 MI/KT Macchl Tena 1 pas B 2 negenu [34].



YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: omuyuzymab™*  npeocmaensiem coboiu  oucneyuguunoe  yMAHUZUPOBAHHOE
MOHOKIIOHANIbHOee anmumerno, cesazviearoujee akmusuposannsiii FIX ¢ FX u eocnonusowee ghynkyuu
axmueuposannozo FVIII. Ha Oeticmsue smuyuzymaba™** ne enusem xonyeunmpayus FVIII u nanuuue
uneubumopa x Hemy. Pewenue eonpoca o npumenenuu smuyusymaba™* npunumaemcs nevawum
8pavoM ¢ Yyuemom OONOTHUMENbHLIX (QAKMopo8 (8eHO3HO20 OOCMYNd, KIUHUYECKO20 MedeHUs]
3a601e8aHUs, HANUYUA APMPONAMUU, KOMNIAEHMHOCMU U KOMOpOUuoOHocmu nayuenma). BozmoocHo
npuUMeHeHue y nayueHmos a00020 803pacma. IMuyuzymad ** 66o0umcs nookoHcHo, vlb6op mecma 014
UHbEKYUU clledyem 02PaHudUmsb PeKOMeHOO8AHHBIMU YUACMKAMU. 00IACMb JHCUBOMA, GEPXHAS YACTD
Hapys#cHol nogepxnocmu niedya u 0eopo. Ilpu 603HUKHOGeHUU KpOGOmMeYeHUsi Npu NposeoeHul
npourakmuky dSMuyuzyMadbom™* neobxooumo OononHumenbHoe 66eoenue QaKmopa ceepmvl8aHUs]
kpoeu VIII** (npeonoumumenvno)/okmoroe anvgha™*/mopoxmokoe anvga™*/cumoxkmokoe anvga
(hakmop ceepmwvisanus kposu VIII uenoeeueckuii pexomburnaummwiil)**/mypoxmorxoe anvgha 6

CMAHOAPMHBIX 003UPOBKAX.

3.4. Oco0eHHOCTH NMPOBeEICHNSI TeMOCTATHYECKOI Tepanun B 3aBUCHUMOCTH OT
JIOKAJIM3AIMU KPOBOTEUECHUS

o Jlns marueHToB ¢ reMopuINeil ¢ TeMapTpO3aMH U KPOBOUBIUSHHUSIMHU B MBIIIIBl PeKOMEHI0BAHO
HE3aMEUIMTENIBHOE  HA4Yajd0 3aMECTUTENIbHOW  TEpalud, II0CJe BO3HMKHOBEHMS  IIEPBBIX

CYObEKTHBHBIX CHMIITOMOB (00JiM, 4yBCTBAa pacnupaHusi, AUCKoMopTa, OorpaHUUYEeHUs] (QYHKIUH)

[3,23].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KomMmeHTapuu: xpogousiusnus 6 cycmasvl NpOsGILIOMCs Ouckompopmom, 0O0vio, HapyueHuem
Qyukyuu, puoxmyayuei. emamomvl max ke, KAk u 2emapmposvl, CONPOBOHCOAIOMCsL O0NesbiM
CUHOPOMOM, HapyuleHuem QyHKyuu opeanos u/uiu koneunocmu. Kposousnuanus naubonee onacHul 8
yuacmkax, 20e OHU MO2ym Hauecmu yujepb HepeHO-coOCyOucmou cucmeme (N008300WHaAs,

UKPOHOIICHAS U OP. MbIUUYbL).

IIpu pazsumuu 8blpasCeHHO20 0018020 CUHOPOMA BO3MONCHO NPOGeOeHUe KpamKo8PeMeHHOll

UMMOOUIUZAYUU, KOMOPASL OONHCHA CHUMAMbCS CPA3Y Nocjie npekpaujeHus bonell.

IIpu b6onesom cunopome NOKA3AHO UCHONL308AHUE MEeCMHOU eunomepmuu Ha 15 — 20 munym xasxcovie

4 — 6 wacos monbko 8 meueHue nepesvlx Cymok.

Peabunumayuonnsie meponpusmus u JIQPK yenecoobpazno nauuname nocie npexpaujeHus 601e6020

cqupoma, yuumouieas JIOKAJIbHBLU cmamyc mecma noepeofcc)eﬂuﬂ.

Ecnu nayuerm He nojiydaem nocCnosAHHOe npoqbuﬂakmuqecme Jedenue, nocie Kynupoeanus

KposomedeHUsl NOKA3aHa KpaAmKO6pEMEHHRAA npoqbuﬂakmuka, 0cobenHo Ha epem: pea6wlumauuu.



Iynkyuu cycmaesa ¢ acnupayueil co0epHcUM0O20 NOKA3AHbL NPU. 2eMapmpo3e ¢ 001e8biM CUHOPOMOM,
npu Haauduu O0nbU020 00vema Kposu 6 NONOCMU CYCmasd, Npu NPUSHAKAX PA36UMUs 2HOUHO20

apmpuma, pazeumuu Ha QoHe cemapmpo3a HePEHO-MbIULEUHbIX HAPYULeHULL.

o Jlnsg manueHToB ¢ reMOpUINEi ¢ YepemHO-MO3rOBOM TPaBMOM WM B JIOOOM JPYroM ciiydae Mmpu
nopo3peHn Ha KpoBouznusHue B [[HC pexomeHmoBaHO He3aMeMIMTEIBLHOE HA4yallo

3aMECTUTENIbHOW TEepaIiy 0 NPOBEICHUS AUAarHoCTukH [ 1,3,23].
YpoBeHnsb yoeauteabHocTu pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KomMeHTapuu: nr06as uepenno-mos3eoeas mpasma y NAYUeHmMOo8 ¢ 2emopuaueti modxcenm eecmu K
PA38UMUI0 BHYMPUYEPEnHO20 KPOBOUNUAHUA. Tpasema cnunbl Modcem npueecmu K KpOBOUSIUAHUIO 8
cnuHHoMOo32080uU Kanan. Kpome moeo, 603moorcnvr cnonmannsie kposousnusanus ¢ L[HC. [Ipuznaxkamu
BHYMPUYEPENHO20 KPOBOUINUAHUS ABAAIOMCA. COXPAHAIOWAACA U HAPACMAOWAs 20108HAsL OO,
COHIIUBOCMb, HEMOMUBUPOBAHHOE OECHOKOUCMBO UNU 3AMOPMONCEHHOCMb, NOBMOPHAS PBOMA UNU

cpbleuesanue, dpyeaﬂ ouazoeasd uiu 061/1/;61}1 HespoJlocUYeCKaAs CUMNMoMamuKa.

Y oemen nepevlx mecAayes IHCUSHU B603MOINCHbL KPOBOUSTUAHUA C MUHUMATOHOIMU CUMNIMOMAMU UTU
beccumnmommvie. ,ZICZ.?fC@ MUHUMANIbHbLE KPOBOUINMUAHUA 6 UHC AGIAONCA  HCUSHEY P OHCAIOUWUMU,
mpe6yi0m 3K0mp€HHOuv cocnumanuzayuu, UHMEHCUBHOU 3aMecmumenbHoll mepanuu u

Hezameonumenvroco nposedenus KT uiu MPT 2onosnozo mosea.

Pewenue eonpoca o xXupypcudecCKom JjgedeHuu nayuenHmoe C 6HYmMpUudepenHoviMu KpPOBOUSTUAHUAMU

npurRuUMaemcs KoiniecudilbHo C Yy4eniom conymcmeyrnujux 3a001e8anull.

o Jlna mamuentoB ¢ remodunueit mocine kpoBowsnusHus B [[HC pexomenaoBaHo mpoBeneHue

npoduiakTuuecKkoi Tepanuu B Teuenue 3-6 mecsues [1,3,23].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

e /I manmmeHTOB C remMouIMed ¢ KPOBOTEUCHHEM U3 JKEIYyJOYHO-KUIIEYHOTO TpaKTa
PEeKOMEHI0BAHO HE3aMEIINTEIbHOE Hadajlo 3aMECTUTENbHOW Tepamud, a TakKKe mepanus
anmuguopunonuveckumy  cpeocmea  (uneubumopamu  Qguopunonuza;, B02A  no  ATX

Knaccugukayuu) u ieyenue MecmnHo2o npoyecca, npuseouie2o K pazeumuto kposomeuenus [1,3,23].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: ocmpwie kposomeuenus us KKT mocym nposensimeci 6 6uoe Kpo8asoiu peomul,
peomul  «KOeunol 2ywjeuy Ui ¢ HPONCUTKAMU KPOBU, KPOBAHUCMO20 CMYIAA UNU MENeHbl.

Xapaxmepna pesxas cnabocmo, yuaueHue nynvca, nadenue A/l, cyxocms 60 pmy, 61€0HOCHIb KOJHCU.

Kposomeuenus uz KKT pazeusaromcs, kak npasuno, Ha ¢gpone conymcmsayroujeti namonoeuu KKT:
A36€HHAsL 00NEe3Hb, 3PO3UU, NONUNBL, BOCNAIUMENbHbIE 3a00Ne8anus KuuleyHuka u op. Taxue
KPOBOMeEUeHUs. SAGNAIOMCIL  HCUBHEYSPOACAIOWUMU,  MPedYIOm  IKCMPEHHOU 20CNUMAIU3ayuy U

HeMeOleHHO20 I’lp06€0€H1/lﬂ A0eKB8amMHOU 3aMeCmumenbHoll mepanuu.



Heobxoouma CpO4YHAaA OUASHOCMUKA UCMOYHUKA KposomedeHu:l, onsl 4eeo I’lpO@O@MWlCﬂ Komnjiekc
HeoOX00UMbIX OUACHOCMUYECKUX MeponpuﬂmuzZ C UCNOJIb306AHUEM 3H()OCKOI’ZM’-I€CKMX, JIy4ee6nlx,

Yibmpa36yKo6blX U UHbLX Memooos.

Cnedyem pe2ynapHo KOHMPOIUPOBAMb NOKA3AMeNU 00ue20 aHaiu3a Kposu u, npu Heodxooumocmu,

npoeodun% JlederHue anemuu.

° I{.H}I IMAaIMCHTOB C FGMO(l)PIJ'IHCfI C NOYCYHBIM KPOBOTCUCHHEM PEKOMEHIAOBAHO HC3aMCAJIUTCIBHOC
HAyaJI0 3aMECTUTEIbHON TCpalinu, CO6JIIOIIGHI/I6 MMOCTCIIbBHOTO PCXKHUMa B IICPBLIC 48 4yacos [1—
3,23].

YpoBenn yoenureabHOCTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

KOMMCHTapl/II/IZ nayuermsl, )y KONoOpbsvlxX pa36Ulo0Cb novedHoe KpoesomedeHue, Q0JIICHbL  ObIMb

NPOKOHCYILMUPOBAHBL BPAYUOM-YPOI020M U NPOUMU YPOLOSUYECKOe 00CTIe008aHUe.

o Jlnsg marMeHToB ¢ reMO(WIMEH C MOYCYHBIM KPOBOTCUCHHEM HE PEKOMEHJA0BAHO INPUMEHEHHE
anmuguopunonumuveckux  cpeocms  (uHTHOUTOpPOB  puOpmHONMM3a; BO02A 1o  ATX

knaccuduxarmmn) [3,11,23].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH 10KAa3aTeJIbCTB — 5)

JIJIsi OCTAaHOBKM KPOBOTEUCHHS Y IMAIMEHTOB C Tshkeno (opmoii ['A, momyyaromux sMuuzymao **,
PEKOMEHI0BAHO MPUMEHSTH JOMOIHUTENIBHO (QakTop cBepThiBaHus kpoBu VIII**/oxmoroe anvgha™*,
Mopokmokoz anvgha**, cumoxmorxoe anvpa (axmop ceepmuvisanus kpoeu VIII uenoseuecxuii
peKoMOuHanmuslil) **,  mypokmokoz anibgha B CTAaHAAPTHBIX JO3UPOBKaX B 3aBUCHMOCTH OT
JIOKaNMHM3aui KpoBoTeueHus. s marueHToB ¢ remoduimeld A, OCIOKHEHHOHW WHTHOMTOpamH,
MOTYYAIOIIHNX IMUIIM3YMa0 **, mpenaparoM MEepBOU JUHUU TSI KYITMPOBAHKS KPOBOTCUCHUS SIBIISICTCS
anTakor anb(da (aKTUBHPOBAHHBIN)** B cTaHAApTHHIX J03ax. HavampHas 1032 aHTUMHTHOHUTOPHOTO
KOAryJIsTHTHOTO KOMIUIeKca** He momkHa mpeBbimath 50 En/kr, m cyTounHas mo03a He JOJDKHA
npesbimath 100 Ex/kr [45].

YpoBenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

3.5. JleueHue UHTHOMTOPHOU reMoGpuInn

llosenenue uneuoumopa FVIII/FIX cuumaemcs camvlM MANCENbIM OCLONCHEHUEM, CBA3AHHbIM C

neuenuem cemopuauu. Mneubumopol — anno-aumumena (IgG), xomopuie Helimpanuzyiom 3K302eHHble
FVIII/FIX.

llosgnenue uneubuUmMopa 6 OCHOBHOM NPOABIAEMIC OMCYMCMBUEM KIUHUYECKO20 Omeema Ha
cmanoapmuyro mepanuio gaxkmopamu ceepmwisanus kposu (BO2BD no ATX xnaccuguxayuu) unu

noseieHuemM KpogomeueHul Ha npopuUIAKmMuUYecKol mepanuu.



Haubonee uacmo uneubumopvi nosaeisaiomcs y nayueHmos ¢ msaxceiou gpopmou eemopuauu (0o 30%
nayuenmog ¢ msicenou gopmoi I'A u 0o 3-5% nayuenmos ¢ msaxcenou gopmou I'B). Haubonee
yacmo uneubumop pazeusaemcs 6 nepsvie 20-50 (0o 100) [B ¢axmopa u nocine unmencusHou

mepanuu npu xupypcuieckom emeuianmeibceniee.

Ilockonvky npu nosienuu uHUOUMOPO8 CMAHOAPMHAS 3AMeCMUMmMenbHds mepanus @Gaxmopamu
ceepmoieanusi kposu VIII**/okmoxoeom anvgha™**, mopoxmoxocom anvgha™*, cumoxmoxoeom anvgha
(haxmop ceepmuisanus kpoeu VIII wenoseuweckuii pexombunanmuwiil)**, — mypoxkmoxoeom anvha,
JIOHOKMOKO2OM anb@ha, PYPUOKMOKO2OM Allb(ha N30 Ul KOHYEHMpamom (akmopa ceepmvléansl
kposu IX**/monaxkocom anvgha**, anbympenenonaxocom anvghpa cmarno8umcs Hedmp@DeKmuHou, puck

MAANCENBIX OCIONCHEHULL U 0AdCe cmepmu ont KpoeomedeHust y onmux OONIbHBIX BblULE.

IIpu ymepennoti unu neckoti 2eMO@UIUU UHSUOUMOP MONXCEem HeUmpaiu308ams IHOOSEHHbIU

FVIII/FIX, npeobpasys, mem camvim, KIUHUYECKUL (heHomun 3a001e8anus 8 maxicenyio hopmy.

Ocobennocmu meyenus uneuobumoprou I'B. /lo 50% nayuenmos ¢ uneubumopnoti I'B mozym umemsw
msadicenvie aniepaudeckue peakyuu, 6 mom uucie anaguiaxcuio, npu npumenenuu FIX**. Takue

peakyuu 4acmo ovlBarom nepesvim CUMNMOMOM pa3eunius uH2u6um0pa.

e YV MaluMeHToB ¢ reMopuiIveil ¢ HU3KUM TUTPOM HMHTHOUTOpAa PEKOMEHI0BAHO KYNHUPOBAaTh
KpOBOTE€UEHHE BBeleHHEM (akTopoB cBeprThiBaHusi kpou (B02BD no ATX knaccudukanuu) B
7103aX, TPEBOCXOAAIIMX CTaHIAPTHBIE B 3 pa3a, WM BBEICHHUEM TPENapaToB IIYHTUPYIOIIETO

neuctBus [35].
YpoBenb yoeaureabHocTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5.

KommenTapuu: evibop npenapama 0ns neueHusi 00NHCEH OCHOBbIBAMbCA HA MUmMpe uHeubumopa,

KIUHUYECKOM omeenie Ha mepanuro U xapakniepe Kpoeome4eHUuAl.

e PexomeHa0BaHO MMPOBOAUTDH JICUCHHUC KpOBOTe‘-IeHI/Iﬁ Yy Nalfu€HTOB € BLICOKUM TUTPOM I/IHI‘I/I6I/ITOpa

TOJIBKO IpernapaTaMu IyHTUpyromero aeicteus [3,9,20,36,37].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMmeHTapuu: 6 nacmosiwyee 6pemsi K npenapamam uwlyHmMupylowezo Oeucmeus Omuocames 2
npenapama.: AHMUUHSUOUMOPHDLLLL  KOA2YISAHMHbBIL — KoMnaekc**  u  onmakoe  anva
(axmusuposanuwiil) **.  Jlocmosepnoil pasnuyvl 3¢hekmusnocmu, 6e30nacHOCmuU U CMOUMOCHU
NleyeHuss amumu npenapamamu He nonyyeHo. OOHako umeromcs OaHHvle 00 UHOUBUOYAIbHBIX
0COOEHHOCMIAX OMEema NAYUeHma Ha Kadxicovlll U3 npenapamos, Ymo HeobX0OuMo YHumoléams npu

8b100pe NedenUs 8 KanCOOM KOHKPEmHOM Cyuae.
Lo3v1 npenapamos ¢ wynmupyrowum oeticmsauem 0Jist KyRUpOBaAHUs KPOBOMeHeHUs.:

- #aumuuneubumopHwill Koa2ynaumusii Komnieke** naznauaemces ¢ 0oze 30—100 Eo/ke kadcovie 12-
24 yaca. Maxkcumanvras cymounas 0oza 200 Eo/ke (013 nayuenmos, nonyyarowux smuyusymad ** - ne
bonee 100 E/[/ke/cym);



- Hnmaxkoe anvpa (axmusuposannsiit) ** nasnawaemcs 6 0oze 90—120 mxe/xe kaxcovie 2 — 4 uaca 00
OCMAHOBKU KposomeueHusi. Bozmooicno 00HOKpammuoe snmaxoea anvgha (aKmusuposanmozo)™**

66edeHue 6 cymku 6 003e 270 mke/ke.

e PexomengoBano mnpu reMopuiIuU, OCIOKHEHHOM WHTHOUTOPOM, TMPOBENEHUE ITUTEIbHOU
npo(HIIaKTUUECKON Teparuyi aHTUMHTUOUTOPHBIM KOAryJIIHTHBIM KOMITJIEKCOM™* B pexknme 85+15
(60—100) En/kr xaxknpie 12 gacoB mpu MpOBEACHUN WHIYKIIMH HUMMYHOJIOTHYECKON TOJIEPAHTHOCTH
(MUT), no camkenus Tutpa uarunoutopa menee 2 bE; Bae UUT — npoBeaenune npodunakruueckoi
Tepanuu #aHTUUHTUOMTOPHBIM KOAryJassHTHbIM Komruiekcom™* B no3e 50 — 100 En/kr 2-3 pasa B

HEeJIeI0 Wi yepes aeHb [38—40].
YpoBennb yoeaureabHOcTH pekoMmenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o PexomeHgoBaHO manueHTaM ¢ TreModuinel, OCIOKHEHHOW HWHTHOUTOPOM, MPOBOIUTH
KpaTKOCPOUHYIO0 (B TEYeHHE 3-X MECAleB) NPO(PHIAKTUUECKYIO Tepamuio SNTakor aibda

(axTuBUpOBaHHBIM)** B pexkume 90 Mxr/kr 1 pa3 B nenp [9,20].
YpoBeHb yOeauTEILHOCTH peKoMeHaannii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

o PexomeHngoBaHo mamueHTamM ¢ MHrUOUTOpHOM  (opmoit  remodunuu A IPOBOAUTH
npouIakTUUECKOe JICUCHHE MpernapaToM dMHUIM3YyMa0d** B o3ax 3 MI/KT OAMH pa3 B HENENIIO B
TEUCHHUE TIEPBBIX 4-X HENelb, 3aTeM 1,5 Mr/Kr onuH pa3 B Hexemto wiu 3.0 mr/kr 1 pa3 B 2 Hexenw,
wi 6.0 Mr/kr 1 pa3 B 4eTbipe Hemenw. IMULU3YMaO** BBOTUTCS MOIKOXKHO, BBIOOp MecTa JUIs
MHBEKIHUU CIEAYET OrPAaHUYUTh PEKOMEHIOBAHHBIMU yYaCTKAMM: O0JIACTh KMUBOTA, BEPXHsIS 4acThb

HapYKHOM MOBEPXHOCTH Tjieua u o6emapo [5,34].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJIbCTB — 2)

KomMmenTapuu: rHa oeticmeue omuyusymadba™* ne enusem rouyenmpayus FVIII u namuuue

uHeubumopa K nemy.

o [lepBoii MMHUEN Tepanuu y NAlMEHTOB ¢ HHTUOUTOPHOU (opmoii [A pekoMeH10BaHO TTPOBE/ICHUE
UHAYKIUA UMMYyHosorndeckod TtonepantHoctu (MUT) ¢ wenbio 3AMMHHALMKA UHTUOUTOpA
[9,10,41,42].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 4)

KommenTapuu: onmumanvnvie cpoxu nauana HHUT — cpa3y nocne 6wviagienus: uHeUOUMOpA.
Ippexmusnocmov UUT 3nauumenvHo nogvluiaemcs, eciu 8 Hayale mepanuu mump uHeubumopa He
npesviuwaem 10 BE. Tem ne menee, 8blcoxutl mump uHeUOUMOPA He A8IAemcs NPOMUBONOKA3AHUEM K
HUUT. HUUT mooicem nposooumuvcs ¢ ucnoav3osanuem aoboco npenapama FVIII (pakmop
ceepmoieanus kposu VIII**, hakmop ceepmuvisanus kposu VIII + ¢hakmop Bunneopanoa™**, okmokoe
anvgha**, mopoxmokoe anvgha**, cumoxkmokxoe anvgha (hakmop ceepmovisanusi kposu VII
yenoseyeckuli pekoMOuHanmuulil) **, nonokmoroe anvga, mypokmoxoz anvgha, IMopoKkmoKoe
anva™*, pypuoxmoxoe anvgha naeon). Ilpeonoumumenvro nposooums UUT chakmopom ceéepmuleanus

kposu VIII**. [lpu nposedenuu UUT neoonycmumo meusamo paxmop ceéepmwviéanus kposu VIII**,



NOCKONILKY 2MO 3HAYUMENTbHO YXyouwaem npoeHos mepanuu. Ileped nposedenuem MUT neobxooumo

)/6€0MI71bC}Z 8 HAAUYUU O0CMAMOYHO20 KOIUYeCmad npenapamada.

OnmumanvHoeo pedcuma npogedenus HUT nem. J[na nayueHmos ¢ GblCOKOpeaupyouum
UHSUOUMOPOM, He3a8UCUMO Om mumpa uHeudbumopa Ha momenm uauvana HUUT, pexomenoosana
HauanvHas cxema 100-150 ME/ke npenapama FVIII kaoxcovie 12 wuacos. [na nayuenmos c
HU3KOpeasupyrouum uHeuoumopom pekomenoosarno Hawunamo HUT no cxeme 50—100 ME/ke

npenapama exiceOHesHO Uil Kaxicoblil 6Mopoil OeHb.

CHudicenue 003bl U KpamuoCmu 66e0eHUs Npenapama HA4uHaemcs nocie 00CMUNCEHUS Ce0yIouux
nokazamenetl: mump uneuboumopa - mernee 0,6 BE, nopmanusayus mecma eoccmarosnenus (6onee
66%) u Hopmanuzayusi nepuoda nonysvigeoenus (bonee 7 uacog). CHudiceHue 003bl npenapama
nPOBOOUMCSE NOCHENEeHHO N0 cXxeme ¢ NOCMOSIHHbLIM 1abopamopHuim Konmponem. Ilocie oocmudicenus
003b1 8 30-50 ME/ke 1 paz 6 2 OHA HE0OXOOUMO NPOOOINCUMb MEPANUIO 8 DPelCuMe SMOPUUHOL/
mpemu4Hol NpoQUIAKMUKU 6 OAHHOU 003e  OIUMENbHO. AlbMepHAMUBHbIM — 8APUAHIOM
NPOGUIAKMUKY NOCAe OOCMUNICEHUS. MOJePAHMHOCMU AGIAeMCs NPUMeHeHUue muyusymaoa™** e
cmanoapmubix pedxcumax. Ommena npouiaKkmuiecko2o jedeHuss Moxcem Npueecmu K peyuousy
uneubumopa. Maxcumanvuas Onumenvhocms HUT 3 200a. Kpumepuu s¢pexmusnocmu HUT

npedcmasnensvl 8 maoauye 3.

Taonuuya 3. Kpumepuu r¢ppexmuenocmu UUT

3¢ deKTUBHOCTDb Kputepum

MonHbIN ycnex TuTp nHrmbmutopa < 0,6 BE (He MeHee yeM npu ABYX NMocnefoBaTesNbHbIX onpeaeneHunsx)
Hopmanusauusa nokasaTtens BocCTaHoBNeHUs (66% n 6onee) Ha NnpoTsaxeHun 6onee yem ABYyX MecsaLEB
Hopmanusauunsa nepuoga nonysbiBeaeHus (6onee 7 yacos)

YacTuuHbI ycnex MpucyTCTBME ABYX U3 TpEX KPUTEPUEB
YacTWUUHbIN oTBET MpUCYTCTBME OQHOIO U3 TPEX KpUTEPHEB
OTCyTCTBUE OTBETA He BbINOJIHAETCS HU OAMH M3 KPUTEPUEB Ha MPOTsXKeHWUM 12 MecsueB v 6onee

Buvibop npenapama ona npoeedenusi HUT oondcen 6vimb UHOUBUOYATbHBIM.

IIpu nposedenuu MUT neobxooumo uzbecamso 1r00bIX 8030€UCmBUll U NPEnapamos, CmumMyaupyoujux
UMMYHHbIE PeaKyuu, 6 mom Yucie 6aKYUHAyuu, NPUMEHeHUsl NPpenapamos uHmep@epoHa u Opyeux

8U008 UMMyHomepanuu.

o [laruentam ¢ marHOUTOpHON dopmoit I'A Bo Bpems MUT nns xynmupoBaHus reMopparuyeckoro
cunapoma Bo BpeMst UT pekomeHI0BaHO NMpUMEHEHUE MPENAPATOB IIYHTUPYIOLIETO EUCTBUSA:

AHTUUHTUOUTOPHOTO KOAryJISTHTHOTO KOMIUIeKca™™® wyim snrakora anbda (aKTHUBHPOBAHHOTO)™*

[3,9].
Yposens yoeaureabHoCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

o [laruentam ¢ unruoutopHoit popmoit I'A Bo Bpemsa MUT nns npoduinakTUKKA reMopparudeckoro
curzpoma Bo Bpemsi UUT pexkomeHna0BaHO puMeHEHHE SMUIIM3yMa0a** B CTaHIAPTHBIX PeKUMax
[43]



YpoBenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommenTapuu: ¢ ciyuae ucnonvzosanusn smuyusymaoa™* npu npoeeoenuu UHT 003b1 u percumot
66e0eHUs KoHuenmpamoes #Hgpaxkmopa ceepmoteanusn kpoeu VIII**0onxcnvl 6oime uzmenenst: 50-100
ME/ke ¢ 8sedenuem 3 paza 6 Heoenio, uiu uepes 0eHb, UNU eHCeOHe8HO 8 3A8UCUMOCIU Om MUmpa
uneubumopa [44). B cepusax kaunuueckux Haoarwoenuil nayuenmos, noayuarouwiux UUT na gpone
npoooHcarouwelica npoPUIAGKMUKU IMUUUYMAOOM*™ HOBbIUWIEHU DPUCKA HNOOOUHBIX U/UluU

mMpPOMOOMUYECKUX A6TICHUIL He 3apPe2ucmpupo8aHo.

o PexomengoBano mnaimueHtam c uHruoutopuou ¢opmoit I'A mnpexparuts UUT u mnepeBectu
MalMeHTa Ha TEpamuio MpenaparaM MIYHTUPYIONIETO NEHCTBUS WM SMUIM3yMaOboM™ ™, mpu
OTCYTCTBUU TEHJCHILIUU K CHUKEHHIO MHTUOUTOpA B TeUeHUU 12 MecsIeB OT Hauajga BICOKOI03HOM
tepanuu [45].

YpoBennb yoenureabHocTH pekoMmeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: 6ozvooicno nosmopnoe npogedenue UUT ¢ ucnonv3osanuem opy2oeo npenapama uiu

UZMEHeHUeM pescuma mepanuu.

Onvim nposedenuss MUT y nayuenmos c¢ uneubumopnou I'B ocpanuuen. 9mo 00yci061eHO 0YeHb

HU3KOU 2()heKmusHoCmvio U an1epeudecKuUMu peakyusmu.

3.6. JleueHue opToneAuYeCKMX OCJI0KHEHUN remopuinu

Jleuenue nayuenmos c eemoguiueli ¢ XpoHUuecKkou Oegopmupyrowiein apmponamuer OO0AHCHO

NPOBOOUMBCSL COBMECHIHO C BPAYAMU-MPABMANOLO2AMU-OPIONEOAMY, UMEIOWUMU ONbIM JIeYeHUs]
bonvbrbix cemounueti [1,3,22,23].

XpOHMLIQCKCZﬂ ()ed)opMupyiomaﬂ apmponamus 603HUKaem ecieocmaeie npoecpeccupyrouieco medveHusd
XPOHUYECKozO0 cuHosuuma u peuudueupymu;ux KpOGOMS’]lu)ZHuI;i 6 cycmaeul. HpO}ZGﬂﬂen’ZCﬂ
ocmeonopo3om, Hapywenuem cmpyKkniypvl, UCNOHYEHUEM U nomepeﬁ cycmaernoco xpAwd, bonesvim

CUHOPOMOM, KOHMPAKMYPamu, MbluleuHou ampogueti, depopmayueti cycmasa.

OcHosotl npoghunakmuku pazeumusi XpoHUYeCKol apmponamuu A61emcs. a0eK8amHuas. NOCMOsSHHAS
npogunaxmuueckas 3amecmumenvras mepanus. Ceoe8peMenHoe JleueHUe CUHOBUUMA MAKiCe
HeoOX00UMO 0151 nPedomepaweHus pazsumusi apmponamuu. J[uazcnocmuka apmponamuu 0CHO8AHA HA
BbIAGICHUU  KIUHUYECKUX HNPUBHAKOS U HA  Pe3ViIbmamax NnpoeeO0eHHbIX UHCIPYMEHMANTbHbIX
uccneoosanui: Y3U, KT, MPT.

Lenvio  neuenus  yoce  pazeueuwielics — XPOHUYECKOU — apmponamuu — AGIAEmcs — YIyuuleHue
DYHKYUOHUPOBAHUs CYyCcmaBa U yMeHbuleHue 001e6020 cunopoma. /s 6opbdvl ¢ Hone8bIM CUHOPOMOM
y nayuenmog cmapuie 18 1em onmumanbHo UCnonb308ams okcukamol (uneubumopol [JOI-2, MOIAC
no ATX xnaccugpuxayuu) (omoenvhvie npenapamer u3 epynnvl HIIBII (M0OIA necmepouonvie

nponiueoeocnaiumellbHble U npomueopesmamudecKue npenapambl), a UMEHHO KeI’I’ZOpO]Z(lK**,



Humecynuod, ubynpogen™**, npenapamor uz epynnot «koxcudoly (MOIAH no ATX xnaccugpuxayuu).y
demeli ¢ maccou mena Oonee 5 K2 6803MONCHO NpumeHeHue npenapama uoynpogen™*, y oemei 6
go3pacme cmapuie 2 Jiem B03MOJCHO NPUMEHEHUe npenapama Humecyiuo, y oemeii 8 8o3pacme
cmapuie 16 nem B03MOXMCHO NpuMeHeHue npenapama kemoponaxk™**.[46]. /s eoccmanosnenus
@yukyuu cycmasa u cocmosiHus mvludy npogoosm kypcwvl JIPK u guzuomepanuu. B psde cayuaes
apexmusHo ucnonvoeanue mpeHaxcepos. Ha nauanvmvix smanax 60ccmaHO8UMENbHO2O JleYeHUs
NOKA3aHO NpogedeHue Kypco8 2UaiypoHOB80U KUCIOMbl 8 KOMOUHAYUU C Npenapamamiy u3 pynnel
SO0IKAS51 cuanoypanosas kucioma 6 kombunayuu ¢ opyeumu cpeocmeamu no ATX xknaccughuxayuu.
IIpu  nedocmamounou 3Pp@exmusHoCmuU KOHCEPBAMUBHOL Mmepanuu, NOKA3AHO XUpypeuieckoe
neyeHue. Xupypeuueckoe JieueHue NAYUeHmos ¢ 2eMo@uiuell OO0JNHCHO NpPOBOOUMbCS 8padamu,

umeromumu onvln jq1e4eHusd nayuernos ¢ 2eMoqbwzueii.

e [lauentaM ¢ remoduineld ¢ XPOHUYECKHMM CHHOBHMTOM PEKOMEHJI0BAHO IIPOBEJCHUE
npo(HUIaKTUUECKON 3aMeCTUTENIbHON Tepanuu (pakTtopoMm cBepThiBaHus kposu (B02BD mo ATX
KiIaccu(uKaiu) B PEKUME, KOTOPBIM TO3BOJUT MPEIOTBPATUTH PA3BUTHE CIIOHTAHHBIX
reMapTpo3oB. Takke Ba)XKHBIM MOMEHTOM SBJISIETCS BBINOJHEHUE €XEIHEBHBIX YIPAXKHEHUN

(JIOK), HampaBieHHBIX Ha YKpeIUIGHHE MBI ¢ MOJJAEpKaHUe TOJBMKHOCTH CycTaBa
[1,3,22,23,46].

Yposenn yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KOMMeHTapl/lI/IZ XpOHM‘l@CKMIZ CuHosuunt paseueaenicst nocjie NnOo6MOPHLIX 2eMApPnpo306. Kaxk
npaeuio, A6TAEemCcA creocmeuem omcymcmeust uiu HeooCmamo4Holl aqbqbekmueHocmu
3aMecmumenbHou mepanuu. HpOfl@]leHl/l}Z - OIUMENbHO COXpaHAoweecss nosblUleHUe memnepanitypbol
Hao nopastiCeEHHbIM  CYycmaeom, yeeiudeHue obvema MsACKUX mKaumeu —oonacmu cycmaeda,

peuudueupyiou;ue KpPOBOU3NUARUA, OcpAHUYCeHUE NOOBUNCHOCHIU.

[uaecnocmuka exarouaem evlasieHue Kiunuveckux npusznaxos, Y3U cycmasoe u/unu MPT. Tepanus
nPOBOOUMCSL COBMECMHO C B8PAYAMU-MPABMATNOLOSAMU-OPIONEOAMU, UMEIOUWUMU ONbIM JeYeHUs
bonvHblx 2emogpunueti. Ilpu coxpanenuu npuzHakos eocnaieHus, nayueHmam cmapuie 18 nem,
nokaszana mepanusi okcukamamu (uneubumopamu L[OI-2) (omoenvuvimu npenapamamu u3 2pynnsi
HIIBII, a umenno kemoponak™*, numecynuo, ubynpoghen™*, npenapamei uz epynnvi «KOKCUObL»
(MOIAH no ATX knaccugpuxayuu Y oemeii ¢ maccou mena Oonee 5 Ke 603MONCHO NpUMEHEHUe
npenapama ubynpogen**, y oemeii 6 sozpacme cmapuie 2 1em 803MONCHO NPUMEHEHUe npenapama

HUuMecynuo, y demeti & 8o3pacme cmapuie 16 1em 603MONCHO NpUMeHeHUue npenapama Kemoponax™**.

[46].

IIpu neoocmamounou 3¢pghexmusHocmu 3aMeCmumenbHOl Mmepanuu 803MONCHO NPOBedeHuUe Kypcd
NYHKYULL Cycmaea ¢ 66e0eHuemM CMmepoUuOHbIX NPOMUBOBOCNAIUMENbHbIX NPenapamos (Ha nepeom
smane), oanee, 8APUAHMAMU 8bLOOPA AGTAIOMCA XUMUYECKAS UIU IHOOCKONUYECKAsl CUHOBIKMOMUSL, d

npU UX HeOOCMAMOYHOU dPHEKMUBHOCMU — XUPYPSUYUECKASL KOPPEKYUSL.

o [laruentaM c remoduinei W MCEBAOOMYXOIIMU PEKOMEHI0BAHO Ha TIEPBOM JTare MPOBE/ICHUE

WHTCHCUBHOM 3aMECTUTEIILHOM TCpallin B TCYCHUC 6-8 HCICJIb C MMOCIICAYOINM MPT KOHTPOJICM.



Ecan O6pa3OBaHHe HEC HUMECT TCHACHIUU K O6paTHOMy Pa3BUTHIO, PEKOMCHIAOBAHO TOTAJIBHOC

yJaJIEHUE OIyXOJIH C UCCEYEHHUEM KaIlCyJsl [47].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapuu: nceedoonyxonu popmupyromes eciedcmeue HenpaguibHo mepanuu KpOGOUsIUAHUL
8 Ms2KUe MmKanu, OObIYHO 8 MblUYbl, PACNONONCEHHbIE PAOOM C KOCMbIO, KOMopas modicen Obimb
3amponyma 6mopuyHo, Ul Npu NOOHAOKOCMHUYHBIX KpogouznusHusax. Ilpossenenusmu ncesdoonyxonu
AGNAIOMCS CMAOUIbHOE ONYX01e8UOHOEe 00pA308aHUe, OMMmMeCHAIoujee OKpyxicaloujue mrkanu, Komopoe
cywecmeyem Ha NPOMANCEHUU MHOSUX MecAyes Uy Jem u He umeem MeHOeHYuu K oOpamHomy

pPAa3sumuio Ha (hone UHMeEHCUBHOU 3aMeCmUmebHOU mepanuu haxkmopamu.

Beoenue nayuenmoes ¢ 2€M0¢I/L/lu€1/7 u nceedoonyxoxz;mu O0JIJHCHO ocyurecmejiAnoCia COBMECMHO

epadamu-xupypeamu u epadadmu-cemamaolocamu.

Hpu omcynmcmeuu J1e4erHusd I’ZCQGOOOI’Z_)/XOJZb Modicem 0ocmucams 2USAHMCKUX pasmepoes, co30a6as

oasnenue Ha H€ﬁp06aCKle}lprl€ CMpyKmypbl U 6bl3bledsA NAmMOlocU4YeCcKue nepeiomosl.

Onepauuﬂ 00/ICHA I’lpOGO@Mﬁ’leﬂ cneyuaiucmami, umernwmumu onslm Xupypcuieckoco

OPMONeOUHecKo2o eyeHust OO0NIbHbIX 2emMopuauetl.

o [lamuenTtam ¢ remoduivel Mpu pa3BUTHHU TEPEIOMa PEKOMEHI0BAHO HE3aMEITUTEIbHOE HaYall0
3aMeCTUTENIbHON Tepanuu ¢dakropamu cBepThiBaHus kpoBu (BO2BD mo ATX kmaccudukanuu). B
TEUCHHUE TIEPBBIX 3—5 AHEH HE0oOXOoAMMO MOJEp)KaHUEe YPOBHs (pakTopa B KpoBH HE MeHee 50—
100% (B 3aBUCUMOCTH OT JIOKAJIU3aIllUU U TSHKECTH TpaBMbl). [locTosTHHAS 3aMeCTUTENbHAS Teparnus

(dbakTopoM J0KHA TPOBOAUTHCS B TeueHue 10—14 gueit [48].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

KomMmeHnTapuu: puck pazsumus nepenomos y nayuenmos ¢ cemouiueri Cés3aH ¢ 0CMeonopo3om U
eemoghunuueckou apmponamueti. Cpasy nocie cmabunuzayuu nepeioma ciedyem HPUCMYNUMb K

npoeeéenuio 80CCMAHOBUMENbHOU mepanuu.

3.7. OnepaTuBHoOeE Jie4eHUE

o [lanenTam c remouiiveil peKOMEHJI0BAHO TTPOBOJIUTH JIFOOOE ONEPaTUBHOE BMEIIATEIHLCTBO WIIH
MPOBEACHNE WHBA3UBHOW MPOLETYPHI MO TPHKPHITHEM 3aMECTUTEIBLHON Tepanuu (akTopamu
ceepteiBanus kpou (B02BD mo ATX knaccudukanun) [2,3,11,23].

Yposennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KommenTapuu: y oonvusix ¢ ecemogunueti xupypeuveckoe eMeuamenbcmeo Modxcem nompebo8amucsl
OJ15 JleYeHUsl KaK OCJLONCHEHUN 2eMOo@uiuu, maxk u He C8A3aHHbIX ¢ eemouauel 3abonesanuil. Ilepeo
NI0ObIM XUPYP2UYECKUM 8MEULAMeNbCMEOM He0OX00UMA KOHCYIbMAYUsl 8 yeHmpe le4eHus 2emopuiuu.

Ecnu ecmv  603m001cHOCmD, onepamueHoe .Jedyerue Jyduie npoeot)umb 6 cneyuailusupoeanHom



cmayuonape. OnepamugHoe emMeuamenbcmeo y NAyueHmos ¢ UHSUOUMOPHOU cemopuauell OOINCHO
npo6OOUMbCST  MONLKO 6 YCI0BUAX —CHeYUAIUUPOSAHHO20 cmayuonapa. Bpau-anecmesuonoe-

peanumamoiioe O00JIDICEH UMEmb ONbIN JIeYeHUs nayuermoe ¢ HapyuweHuAMUu ceepmovbleaemocmu Kpoesu.

Heobxooum cmpozuii MOHUMOpUH2 KOA2Yl02pamMmbl, AKMUSHOCMU (haKmopa U CKPUHUHE HA HATUYUe
uneubumopa. /[ozvl u npoooOIHCUMENLHOCMb MEPAnUU PAKMOPOM CEEPMBIBAHUSL KPOBU 3ABUCII OM

Mmuna onepamueHo20 emewamenvemea (maoauya 3).

IIpu Heobxooumocmu npogedenus maxKux OUAcHOCMU4YeCKUx npoyeoyp, KaKk CNUHHOMO3208dsl NYHKYUS,
NYHKYUs apmepuu, HOOCKONUYECKoe Uccie0osanue ¢ buoncuell, eedenue nayuenma makoe e, Kaxk

NpU XUpypeuueckom a1edeHuu.

llayuenmam, nonyuarowum npoguiakmuyeckoe JeyeHue IMUYUymMabom™**, — pexomenoo8aro
nposooums 11060e onepamueHoe BMeuamenrbCmeo Ui UHBA3UBHYIO Npoyedypy 0e3 omMmeHbl
npenapama ¢ NpuUMeHeHuem CMAaHOapmuvix 003 ¢haxkmopa ceepmoulsanus kpoeu VIII**/paxmopa
ceepmuisanusi kposu VIII + ¢haxmop Bunnebpanoa**/ oxmokoea anvgha™*/mopoxmokoea anvgpa**/
cumokmoxkoza anvgpa (paxmop ceepmuisanus kposu VIII uenoseuweckuii pekombunaumuwiii) **[49]/
JIOHOKMOKO2A anbgha/mypoxkmorxoea anvpa/spmopoxmoroea anvgha™*/pypuokmorxoea anvgha nseoi.
na nayuenmos ¢ I'A, 0CI0HCHEHHOU UHSUOUMOPAMU U NOAYHAIOUWUX IMUYUIYMAO **, npenapamom
gvlOOpa  AenAemcs dnmakoz anvgha (akmusuposanuwvlil)** 6 cmandapmuvix  0oszax. Ilpu
HeobX00UMOCMU HA3HAYEHUS AHMUUHSUOUMOPHO20 KOA2YIAHMHO20 KoMNnaekca™ ™ nauanvhas 0osa He

odondicna npesviuiams 50 Eo/ke, u cymounas 0o3a ne oondicha npesviuwams 100 Eo/ke [50].

3.8. JauTebHBIH COCYIUCTHIH JOCTYN Y MALMEHTOB ¢ reMoguinei

e V MalMEeHTOB C reMopUINe peKOMEeHA0BAHO MPU BO3MOKHOCTH MCIOIB30BaTh nepudepuyeckuii

BEHO3HBIN noctyn [51,52].
YpoBenb yoenurTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

KommenTapuu: cocyoucmuiti oocmyn sensiemcs HeoOX0OUMbIM — YCA08UEeM  JleueHUss OO0NbHbIX
eemoguiueti, NOCKOIbKY (axKmopvl C8epmvl8aHus Kposu HpeoCmasisaiom cobou npenapamol OJisl
BHYMPUBEHHBIX UHbEKYUll. BHympusennoe esedenue pakmopos ceepmuléanus no3eoasiem nposooums
npogurakxmuueckoe nedenue, jieyeHue no mpedo8aHulo, iedenue 8 OOMAWHUX YCA08UAX, UHOYKYUIO
UMMyHHOU monepanmuocmu. IlIpenapamsi 015 NOOKONCHO20 66€0eHUss He CHOCOOHbI 3AMEeHUMb

6HYNMPUBEHHbLE d)dk‘WlOpbl CeEPMbBIBAHUA, 0COOEHHO 6 YP2EHMHbIX CUMYayusiXx.

Ilynkyus nepughepuueckux e6en — 3mo Memoo 6vlbopa obecneuenuss Cocyoucmozo O0Cmynda y
nayuenmos ¢ ecemogpunuen. Eeo ucnonvzosanue He accoyuupyemcss ¢ OOIbUUM KOIUYECMBEOM
OCJLOJCHEeHUl, mpedytomcs ueivl manoeo kaiuopa (23-25G), a kopomkoe 8pemsi uH@Gy3uu 00CmamoyHo
07151 86edenuss pakmopos ceepmuléanuss Kposu. QObIYHO NYHKMUPYIOM GeHbl PYKU C NOMOWbIO USTbl-
babouku. [loemopuvie wacmoie 8eHENYHKYUU MO2YN OCONCHUMbCSL 2emamomamu. Baosicnas ponv npu

UCnoilb306AdHUU I1MO20 docmyna I’lpuHanle.?lCle OéylleHulO 6blNOJIHEHUIO 6€H€I’lyHKI4u1/7 ONEeKyHo6 U



camux nayuewmos. B mo dice 8pems y HeKOMOPbIX NAYUEHMO8 UCHOIb308AHUe Nepugheputeckoeo
BEHO3H020 O0OCMYNA HEBO3MONCHO U3-3d MAl020 pamepa 6eH, NIO0XOU NepeHOCUMOCMU OembMu
NOBMOPHLIX BEHENYHKYUL, HeO0OX0OUMOCMU 4acmoz20 UCHONb308AHUSL COCYOUCO20 OO0CHyNa,
HeCnocoOHOCMU ONEeKYHO8 U NAYUeHMO8 00YuUmsbCs GblNOIHeHU0 eeHenyHkyuu. Paxmopamu,
BIUAIOWUMU HA OMKA3 OM NPUMEHEHUsT Nepugepuyeckoco 00Cmynda, Mo2ym sS6UMbCs 603PACH

nayuermoes u 4acnible KpoomeueHuAl.

e VYV ManueHTOB ¢ reMopuineil PeKOMEHI0BAHO HCIIOJIb30BaTh B KAa4eCTBE METOJIOB YCTPOWCTB
JIOJITOBPEMEHHOT0 IIEHTPAJIBLHOIO JIOCTYIa IMOPT-CUCTEMY, Mepudepruueckue HMILUIAHTHPYEMbIE

LIEHTpaJIbHbIE BEHO3HBIE KaTeTephl [53,54].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: ucnonvsosanue ycmpoiicmea 001208peMEHHO20 YEHMPAIbHO20 BEHO3HO20 00CMYNd
N0 CPABHEHUIO ¢ nepugpepudecKum 8eHO3HbIM OOCMYNOM Hauje acCoyuuposanocs ¢ ungpexyuei (29%
npomue 17%, P = 0.01). Ilpu wucnonv3oeanuu ycmporicme 001208PEMEHHO20 YEeHMPATbHO2O

6E€HO3HO2O0 docmyna 603MOICHbL Kamemep-acCoyuupoearHovle mpOM60mu"l€CKu€ OCJIOJMCHEHUAL.

Ilokazanua K ucnonv306anuio ycmpoucmeda 001208PEMEHHO20 YEHMPATbHO20 8€HO3H020 00CmMYNd

aenaemcAa:

- HOMPEOHOCHb 8 Pe2YIAPHOM 00I208PEMEHHOM COCYOUCTOM 00Cmyne y NAYUeHmMos ¢ eemopuauell, y

KOmopbslX HE603MOINCHO UCNO1b306dNb nepud)epuqecmtﬁ B6EHO3HbLIU Oocmyn U3-3a Majioco pasmepa 6€n,

- HeobX0O0UMOCMb  eXHCeOHEBHLIX BHYMPUBEHHBIX 66€0CHULl (DaKMOpo8 CEepmul8anusi Kposu, 6

yacmuocmu npu npogeoenuu UUT,
- y Oemeii, Komopbie NJI0X0 NePeHOCsAN NOGMOPHbIE BEHENYHKYUU.

AbconromuviM nPOMUBONOKA3ZAHUEM K YCHIAHOBKE YCMPOUCMBA 001208PEMEHHO20 YEHMPATbHO20

8EHO3H020 OOCMYNA AGIAEMCA HAIUYUE Y RAWUEHMA NPU3HAKOE AKMUBHOU UHpeKyuU.

Omuocumensnolmu  NPOMUBONOKAZAHUAMU K  YCHIAHOBKE  YCMPOUCMEA  001208PEMEHHO20
YEHMPAIbHO20 8EHO3HO20 OOCMYNA AGNAANMCA KAMemep-accoOyuupoannan un@eKyus Kpoeomoka

U Kamemep-accouuupoesarmnsle mp0M603bl znyﬁokux 6CH 6 AHAMHEe3e.

e V mnanueHtoB ¢ remodunuelr 6e3 MHrHOMTOPOB PeKOMEHJyeTcsl MPU YCTAaHOBKE YCTpOMCTBa
JIOJITOBPEMEHHOTO LIEHTPAIbHOTO BEHO3HOTO jaoctyna obecneunth akTuBHOCTH FVIII/FIX nyrem
uH(y3un axkropa ceepreiBanus kpoBu VIII**/ paxTopa cBepThiBanus kpoBu [X** [55].

YpoBeHnsb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

Kommenrapuu: B maobauye 4 npueedenvt 003vl hakmopa ceepmuieanus kpoeu VIII**/IX** u
ueneean axmusnocmov FVIII/IX npu ycmanosexke ycmpoiicmea 0071208peMeHHO20 UYEHMPATbHO20

6C€HO3H020 00CHIYNA Yy NAYUEHMOE ¢ 2emogpuueit 0e3 UHZUOUmopoe.

Tabnuuya 4. Pescum obecneuenus eemocma3sa npu yCmanogke nopma nayuenmam ¢ cemoguiuet



Bpemsa LleneBasi aktuBHoctb FVIII/FIX B nna3me BpemMsa uccnenosaHus

[o onepauun (1-2 4) >100% Yepes3 15-30 MuH nocne nHdy3nm
Yepes 8 y nocne onepauumn >50% [o v nocne nHdysum

1-3 geHb nocne onepaumm >50% [o v nocne nHdysum

4-7 pneHb nocne onepaumm >30% [o v nocne nHdysmm

e YV MalMEHTOB C reMOpuiIMe ¢ MHIMOUTOPOM PeKOMEHIyeTcsl IMPU YCTaHOBKE YCTPOWCTBa
JIOJITOBPEMEHHOTO I[EHTPAJIBHOIO BEHO3HOTO JO0CTyHa O0ECHeuruTh TeMOoCTa3 NyTeM HUHQYy3uu
MpernapaTtoB IIYHTUPYIOMIETO JCHCTBUS — dnrTakora anbda (aKTUBUPOBAHHOIO)**  win

AHTUMHTHOUTOPHOTO KOAryJISTHTHOTO KoMIuiekca™* [55-58].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 3)

KommenTapuu: npu ycmanoske nopma nayuenmam ¢ cemopuiuei, 0C10#CHeHHOU UHSUOUMOPAMU K
Gaxkmopam ceepmuviganus, 2emMocmas obecneuusarom 66eoeHueM NPenapamos UYHMUPYIoue2o
oeticmeusi; aHMUUHeUOUMOpHLIL Koa2ynsaHmuwlll komniekc** 80—100 ed/ke umu #dnmaxoe anvgha
(akmusuposanuwiit) ** 120 mke/ke. Y nayuenmos ¢ uneubumopom npumernsirom #Hsnmaxoe anvgha
(akmugupoeannwiil) ** kascovie 2-3 u 90-120 mke/ke 6 meuenue nepgvix 24 u u 3amem Kasxcovie 4-6 u
00 7 OHs, b0 HaumuuneubumopHwlli koa2ynsHmuwli komnaexc** 80-100 ed/ke kasxcovle 8 u nepsvie 3
OHs, 3amem kaxcovie 12 u. Hecmomps na noOoOHbIU pexcum YCmAaHo8Ka NOpmos ) OONbHLIX C

uH2u6um0paMu Hepe()KO OCJIOJMCHAEeMCA cemamomaml.

o PexkomeHnayercsi IpOBOAUTDH MPEABAPUTEIBHBIN UHCTPYKTAXK, 00y4YeHHE, TPEHUHT MAlMEHTOB M UX
ONEKYHOB, YXaXMBAIOIIUX 3a YCTPOUCTBAMU JOJTOBPEMEHHOIO LIEHTPAJIbHOTO BEHO3HOIO JOCTyIa
[52].

YpoBenn yoenureabHOCcTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommeHnTapuu: nayuenmsl u ux onekynwvl O0071CHbL Oblmb UHDOpMUPOGAHB 0 Xapakmepe
yCmpoiicme 0071208PeMEHH020 UEeHMPAIbHO20 8EHO3H020 0OCHIYRA, YX00a 34 HUM, 803MONCHBLIMU
OCNIOMCHEHUAMU, NOPAOKe Oelicmeuil u Kyoa um oopawjamoca 6 ciyuae 603HUKHOBEHUA
ocnoyxcuenun. ObOyuenue pooumeneu pabome ¢ NOPMOM AGNAEMCSA  00SA3aMENbHLIM  )CLOGUEM
obecneuenus 3¢pghexmuenol nomowu nayuenmam oarwHou epynnol. Obyuenue npoeoouUmcs ¢ nepeoco
OHA UMNAAGHMAyuu NOpmad, UHOUBUOYANbHO, BPAYAMU U MEOUYUHCKUMU CeCmpamu yeumpda, 20e
8blnoONHAEemcs onepayus. B OanvHeliuiem o0OyueHue npooondcaemcs 6 yeHmpe, 20e HabIo0aemcs
nayueHm Ha NOCMOSHHOU ocHoge. Pooumenu u nayuenm OONJHCHbI 0CB0UMb NPABULA ACENMUKU U

aHmucenmukKu, HaevlKu no 6blNOJIHEHUIO MHQb)BMMU npenapanioe C UCnojab306dHuem nopmada.

3.9. UHoe J1ecueHHue

o [lammmentamM ¢ remoduirieil peKOMeHA0BAHA JIOMOJIHUTEbHAS TeMOCTaTHYeCKass Tepamus st

OCTaHOBKHU KpoBoTeueHui: antududpuHonutuueckue cpeactsa (BO2A mo ATX knaccudukammm),



reMocTaTudeckue cpenctpa s MmectHoro npuMmeHeHus (B02BC nmo ATX knaccudukammm) [1,59—
62].

YpoBeHb yoeauTeabHocTH pekoMenaamnuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTeIbCTB — 5).

KOMMeHTapI/II/I: 6 Kauecmee OONOJIHUMEIbHOU 2eMOCHAMUYECKoll mepanuu  603MOJICHO

ucnojin3oeanue cnedytomux JICKAPCMBEHHbLX npenapamoe:

- Uneubumopwl pubpunonusza (anmuguobpunorumuyeckue cpeocmea). Mcnonv3zyromces kak 0OnoaIHeHue
K cneyuguueckoi 3amecmumenvrou mepanuu. Haubonee s¢ghgpexmusnvl npu Kpogomeuenusx u3 paw
cauzucmuix obonouex. Mozaym ucnonvzosamocs 075l JeUeHuss KpOGOMeyeHull Opyeux JOKAIU3ayul.

3anpeu;eHo UCNoOb306ambs npuU nNO4YE4YHblX KpOBOMEUYECHUAX.

- lemocmamuueckue Cpé()CWlG(l Onsl  MEeCmHO20 NPUMEHEHUAL. Hpu I/lp06€()€Hl/ll/t onepaniueHsvlx
emeuiamenbcme, ocobenno Ha napeHxumamosHsblXx opzcaHdx, Nnpu IKCmMpaxKuyuu 3y608, JedeHuu pan
NnoKaszaHo Ucnojlbzoeanue cemocmamudeckux npenapamoes 05l MeCcmHo2o NpUMeHeHUsL. Omu
npenapanmuvl NPUMEHAIOMCA COBMECMHO C 3aMecmumenbHoll mepanueﬁ U npuz6aHsvbl onMuUuMuU3Upoeamb

MecmHblll 2cemocmamuyeckuti 3¢hgexm.



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

e [laruentam c¢ remodunuelt ¢ MOpPaKEHUEM JIIEMEHTOB OIOPHO-ABUTATEIBLHOTO —ammnapara
PEKOMEHI0BAHO JOJITOCPOYHOE JICYCHHE TMOBPEKICHUN CYyCTaBOB M MBI, U (PYHKIIMOHATLHAS
peadwinTanMs, a TaKXKe CaHATOPHO-KYpOPTHOE JIEYEHHE C LEJbl0  [PEeIOTBpallCHHUS
MIPOTPECCUPOBAHNS  HAPYIIEHUH  ONOPHO-ABHUIaTEJIbHOIO  ammapara W YIy4dIIEHHs  UX

OpTOIEIMYECKOTO cTaryca [24].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KoMMeHTapuu: 0CHOBHBIM KIUHUYECKUM NPOSGLEHUEM 2eMODUIUU AGTAIOMCA  peyuousupyioujue
KPOBOUZUAHUSL 8 CYCMABYL, YMO HeoOpamumo npusooum K pazeumuio oegopmupyioujetl apmponamuu
U XpOHUYeCKo20 cuHosuma y smux nayuenmos. Ilopadicenue onopho-osucamenvHo20 annapama
CYWeCMBEHHO TUMUMUPYEm COYUANbHYIO A0ANMUPOBAHHOCb NAYUEHMO8, YXYOulaem ux Kauecmeo
HcU3HU. Jleuenue MorHCHO npooOUMb 8 CAHAMOPHO-KYPOPMHBIX OP2AHUSAYUAX 68 KIUMAMUYECKOU 30He
npoJCU6aHUs — nayuewma, a  makdxce Ha  banvHeonozuveckux — Kypopmax.  Paspabomxa
peadbunumayuOHHblX ~ MEpOnpPUAMuULL  OONCHA  NPOBOOUMBCA  COBMECMHO — CHeYUarucmamu  no
peabunumayuy, Kypopmono2uu U epaiamu-2eMamonocamu, UMelowumMy Onvlim jle4eHus nayueHmos ¢

HapyueHUsIMU C8ePMbIBAHUS KPOB.
BosmooicHbl maxue udvl mepanuu Kax:

- WKOAA NCUXONO2UYECKOU NPOPUIAKMUKYU 051 NAYUEHINO8 U POOCMBEHHUKOS,

- go30elicmeaue YIbmpasgykom npu 3a0071e8aHUIX CYCMABO8,

- JleKapcmeeHHblil Yibmpaghonogopes npu 3a0071€8aHUAX CYCABOB,

- 21eKmpoope3 1eKapCmEeHHbIX NPenapamos npu 3a001e8aHUsIX CYCMaBo8;

- 8o30eliCcmeue 8blCOKOUACMOMHBIMU INEKMPOMASHUMHBIMU NOJAMU (UHOYKIMOMmMepMUst);
- 8030eticmaue dneKmpudeckum noiem yiompasvicokotl uacmomst (11 YBY),;

- go30eticmeue nepemeHHbiM MacHummusim noiem (IleMIl).



S. IIpoduaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

Ilayuenmor ¢ cemoghunueii 0ondicHbl HAOIOOAMBCSA SPYNNOU CHEYUANUCMO8 PA3IUYHO20 NPOopusl,
BKAIOYAIOWEl  8PAYA-2eMamonoea, 8pava-neouampd, epaia-mpasmamono2a-opmoneod, 6paiad-
cmomamonoea, epada-guzuomepanesma, eépaia JIPK, meouyunckoeo ncuxonoea, umerouwjux Onbim

pabomul ¢ bonbHbiMu cemogunueti [1,24].

Ocmomp  nayuenmos 8pavoOM-2eMamono2om, EpavOM-mpasMomoni02o0M-Opmoneoom u 6paiom-
CMOMAMOLO20M OOJINCEH NPOBOOUMBCSL He MeHee 2-X pasz 6 200, OCMANbHbIMU CReYUaIucmamu - no
Heobxooumocmu. Ilenecoobpasno nposedenue oucnaucepusayuu nayuenmos 1 paz 6 200 8
CNeYUanIuU3UPOBAHHOM YeHmMpe HAPYUICHULl 2eMOCMA3d, eciu YeHmp pacnoiazaem O0CMAmoyHoOll

KAuHuxo-1abopamopuou 6azou [1,63].
Hucnancepnoe nabniooenue 3a nayuenmamu ¢ 2emogpuiuent 8Kayaem:

Junamuueckuti MOHUMOPUHE COCMOAHUS NAYUEHMA C OYEHKOU HAUYUSL HeHCELAMEbHBIX S6/IeHUll NpU
nposedeHuUU 3aMecCmumebHOl mepanuu. noseileHue UHUOUmopa K (Gaxmopy ceepmuvl8anus Kposu,
UHOUBUOYANIbHASL ~ HENepeHOCUMOCmb  Npenapamd,  UPYCHAs — KOHMAMUHAYUS, — USMEHEeHUs.
ACUXONIO2UYECKO20 UNU COYUAIbHO2O CMAamyca nayuenmad, OYeHKa COCMOAHUA nepugepuiecKot

8€HO3HOU CUCTEMDBI.
Jleuenue ocnodxcnenutl cemoguauu: Koppekyus oepuyuma dxcenesd, UHeUOUMopoa.

Buisenenue conymemsyrowux 3abonesanuil, ocobenno 3abonesanuti 3y608, nonocmu pma, KKT, JIOP-
0p2an08, NAMONO2UU CepPOeyHO-COCYOUCMOU cucmemsl U Op. U HANpAGleHue K NpoQPuiIbHbIM

cneyuaiucmanm.

e Bcex mammeHToB ¢ reMouIuell pPeKOMEHI0BAHO PETHCTPpUpPOBaTh U HAOMIOOaTh B

CHEUUATIU3UPOBAHHOM IIEHTpE (10 BO3MOXKHOCTH) [ 1,3].
YpoBeHnnb yoenutreabHoCTH pekoMeraanmii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATENbCTB — 5).

KommenTapuu: y nayuenmoe unu epaueii, K KomopvlmM OHU 00pawiaromcs, Kpy2ioCcymouHo OOAHCHA
ObIMb BO3MONCHOCMb KOHMAKMA C 8PAYOM-2eMAMON020M, UMEIOUWUM ONblm JedeHUs OONIbHbIX C

HAPYWEHUAMU cemMocmasa.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

Bceex IIaluCHTOB C I’CMO(i)I/IJ'II/Ief/'I PEKOMCHIAOBAHO PETUCTPUPOBATDH nu Ha6JHOI[aTB B
CIICHUAJIU3UPOBAHHOM HCHTPC (HO BOSMO)KHOCTI/I). ﬂOJlJfCHCl OblMb KpyeiocymodHasl 603MOINCHOCNTb

KOHMAKMa ¢ 8paiom-2emamoino2om, UMerouwuM Onvim jederusi OOIbHbIX C HaPpYUEeHUAMU 2eMOCma3d.
IToxa3zanus AJis NJIAHOBOM roCIUTAJIU3AIUH:

e ILJIAHOBOE OTNIEPATUBHOE JICUCHHUE.

IMoka3anus QI IKCTPEHHOM IOCMUTAIU3ANNN:

e JKHU3HEYIPOXKAKIIEE KPOBOTCUCHUE;

e MPOBEICHUE SKCTPEHHOIO ONEPATUBHOIO BMEIIATEIbCTRA.

IMoka3zaHus K BbINMCKE MANMEHTA U3 CTAIIMOHAPA:

e II0JIHasA OCTaHOBKAa KPOBOTCUCHMA



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHHSA )

7.1 OcHOBHbBIEC IPUHUUIIBI OPraHU3ANMH OMOIIH MAIMEHTAM ¢ TeModuinen

I'apanTupoBanHoe OecrniepeboiiHoe obecriedeHue dakropamu cBepThiBaHUs kpoBu VIII** m FIX**,
¢dakropom cBeptbiBanus kposu VIII + pakrop Bunebpanna™*, okmokocom anvgpa™*, mopoxmorozom
anvpa**, — cumoxmoxoecom  anvpa  (paxmop  ceepmwisanus  kpoeu  VII - uenoseueckuil
pekomounaummolil) **,  nonaxkocom anvha**, noHOKMOKO2OM anvha, mMypoxkmoxocom  aivda,
agpmopokmokozom  anvga**, — pypuoxmoxocom anvgha nd2201, anrdympeneHoHaxko2om  anva,
AMUIU3YMaOOM™* y MaIMEeHTOB ¢ HEOCIOKHEHHON reMopuine Wi mpenaparaMy IIyHTUPYIOLIErO
NEUCTBUSA, AMUIM3YyMAOOM™* y TalMeHTOB ¢ HMHTUOMTOpHON dopMoit remodunuu A, oOyudeHue
OPUMEHEHUIO 3TUX TPEernaparoB WIEHOB CEMbU OOJBHBIX TeMO(QUIHEH SBISETCS MPUOPUTETOM B

OpraHu3aIy MOMOIIHN O0JTBHBIM TeMO(UITHEH.
[Ipu neyeHnn KPOBOTEUCHUI HEOOXOAUMO MTPUACPKUBATHCS CICTYIOIINX MPUHITUTIOB:

1. Inss OCTaHOBKM KpPOBOTEUEHWH JOJDKHA MPUMEHSTHCS 3aMECTHTENbHAs Tepamus (axropamu
ceeprbeiBanua kpoBu VIII** u FIX** ¢dakropom cBeprthiBanust kpoBu VIII B komOunammm c
dakropom Buinebpanna**, oxmoxocom anvgha**, mopoxmoxocom anvpa**, cumoxmoxozcom
anvpa (paxmop ceepmouiganus Kpoeu VIII uenoseueckuti pekombunanmmuwlil)**, Honaxozom
anbgha™**, — noHOKMOKO2OM — anvgha, MYypoKmoKozom  anbgha, dpmopoxmorocom  arvpa**,
PYPUOKMOKO20M alb@ha nd20i, aibympeneHoHaKo2om anbga, Mo mpenapaTaMy IMIyHTUPYIOIIEro

IeMCTBUS y MALUEHTOB C UHTUOUTOPHOHN (popMOii TeMOBUITHH.

2. HeoOxomumo cpa3dy mnpuMeHATh 3()QPexkTuBHbIE H03b1 (HAKTOPOB CBEPTHIBAHUS KPOBU WIIH
IpernaparoB IIYHTHPYIOIIEro JAeicTBus. Tepamusi HEIOCTaTOYHBIMU JI03aMH HE IO3BOJIUT
OCTaHOBUTh KPOBOTEUEHHE, NPHUBEIET K IOTEPE BPEMEHH, HAPACTAHUIO TEMOPPArHueCcKOro

CHHJIpOMA ¥ HEOOOCHOBAHHOMY PACXOJy JIOPOTOCTOSIIIETO Tpernapara.

3. 'emMocTatnueckyto Tepamuio (BBeAeHHE (PaKTOPOB CBEPTHIBAHUS KPOBH) HEOOXOIMMO HAYMHATH
KaK MOXHO paHblle (B MaKCHUMAaJIbHO C)KaTble CPOKHM HACTOJBKO HACKOJIBKO 3TO BO3MOXKHO,
KEJIaTeIbHO B TEUEHHUE MEPBBIX 2-X YaCOB MOCIE TMOJYYECHHs] TPAaBMbl WJIM TOSBICHUS TEPBBIX
CYOBEKTUBHBIX WJIH OOBEKTUBHBIX MPU3HAKOB KpoBOM3IHsIHMS). [lo3TOMy OcHOBaHMEM 7151 Havasa
TEepanuy MOTyT OBITb CyOBEKTHBHBIC OIIYIICHHs ManueHta uiaum (akr TpaBMbl. BBeaeHue
npernapara JOJKHO ObITh BBINOJIHEHO 00s3aTesibHO. HeobxomuMo cTpeMuTbes OCTaHOBHTH
KPOBOTECUCHUE WM KPOBOMBIMSIHHE 1O Pa3BUTHS 3HAYUMBIX KIMHUYECKUX TMposiBiaeHuil. [lpu
HaJU4YUM TpPaBMbl NAIUEHT JOJKEH OBITh OCMOTPEH BpPAYOM-T€MATOJIOTOM B 00S3aTeIbHOM

MOPSIIKE.

4. Jleuenne NErKUX U CpeaHux KpOBOTe‘-IeHI/Iﬁ JOJDKHO IMPOBOAUTHCA HAa JOMY MAIIMCHTOM HJIM €TO

POOACTBCHHHUKAMU B COOTBCTCTBHMU C PCKOMCHAAIMAMU Bpada-remaroiiora. HpI/I Pa3sBUTHUH



TSDKEJIOTO KPOBOTEUEHHUS Tepamusi JODKHA OBITh HauaTa KaK MOXKHO paHblie (Ha J0My) U

MMpOAO0JIZKCHA IO Ha6J'IIOI[€HI/IeM Bpada-remMaroJiora CranmoOHapHO WA aM6YJ'IaTOpH0.

5. [lanmeHThl HE MOMKHBI HKCIIONB30BATh Mpenaparbl, Hapymawomue (YyHKIHWI0 TPOMOOIUTOB H
yTHETAIOLINe CBEPThIBAHUE KPOBU, OCOOCHHO alleTUICAIMIMIOBYIO Kucioty** u npyrue HIIBII,
32 MCKJIIOYEHHEM HEKOTOPbIX OKCUKamog (MHTHOUTOPOB IMKIoOKcureHasol-2 (LHOI-2)) —
KeToposiaka™*, HuMmecynuaa, ubynpodena**, mpenaparoB u3 rpyrmmsl «kokcuOb» (MO1IAH mo
ATX xnaccudukanum).

6. Cnenyet nz0erarb BHyTPUMBIILICUHBIX HHBEKIIUN U MYHKIUU apTepHil.

7. Caenyer MOOWIPSATH PETYJSIpHbIE 3aHATUS (PU3UUYECKUMH YHPAKHEHUSIMH, CIIOCOOCTBYIOIIUMU
Pa3BUTHIO MYCKYJIaTyphl, 3alIUTE CyCTaBOB U YIYUIICHUIO (PU3NYECKOTO COCTOSHHUS (Hampumep,

nedeOHasi THMHACTHKA, TUIABaHUE, TEPPECHKYP).

8. HaHI/IeHTBI JOJIXKHBI n30eraThb CHTyaHHfI, CBA3aHHBIX C BBICOKMM PHCKOM TpaBM, B TOM 4YHCJIC
3aHATHA KOHTAaKTHBIMHW BHAaMU e,Z[I/IHO60pCTB, HUrp € TSKCIBIM MAYOM, 3aHATUM Ha CIIOPTHBHBIX

CHapsijax, v T. 1.

7.2. CTOMATOJIOTHYECKAS ITOMOII b

MecTtHas aHecTe3us y MALUMEHTOB C TSKEIOM W cpenHeTskenod (opmamMu TreMO(UIUU MOMKET

MIPOBOAMUTHCS TOJIBKO MOCIE BBEACHUS (pakTopa CBEpPThIBaHUS KpoBHu [60,62].

[na  Oonvuebix ecemounueli 8aAN’CHO CcOOMOOeHUe 2ucuenvbl HOLOCMU pmd, UYmo nomozaem
npeoomepamume pazeumue napoooHmosa u kapueca. /[s uucmku 30068 He0OXOOUMO UCNONb3068ANb
Ms2Kyio 3yoHy1t0 wemky. Ilnanosvie cmomamonocuueckue ocmompol O0NHCHbL NPOBOOUMbCSL HE MeHee
2 pasz 6 200. Obviunbie OCMOMPbI 8PAUA-CIMOMAMON02A U YUCMKA 3Y008 MO2YM Npo8ooumucs 6e3
3amecmumenvHoti. mepanuu Gaxkmopamu. OOHAKO HEOOXOOUMO UMemb 6 C80000HOM OOcmyne
cemocmamuyeckue cpeocmea (paxmopul ceepmuleanus kposu VIII**/[X** aHTHGUOPHHOTUTHYECKIE

Cpe/CTBa).

[Ipn okazaHuM CTOMATOIOTMYECKOM MOMOIIKA Ba)KHO TECHOE B3aMMOJCHCTBUE Bpaya- CTOMATOJIOTA U
BpaJa-reMarojiora. YaajeHue 3y0a WIM XUPYPTHUYCCKHE TPOIEIYPhI BBIMOIHATH IO CTPOTHUM

KOHTPOJIEM I'€MOCTa3a U IMOCJIC KOHCYJIbTAllUN Bpada-remarojiora.

IIpu  nposedeHuu CcmMoMamonocuyecKux npoyeoyp BO3MONCHO NPUMEHeHUe MPAHEKCAMOBOU
Kuciomol** (3a uckuouenuem Oemeti maaouwie 1 2o0a) uau Opyeux awmuguopuHorumuyeckue
cpeocmea ¢ Yenvio YMEHbULeHUsT HeOOXOOUMOCMU 6 3aMeCmumenvHol mepanuu Gaxkmopamu
ceepmui8anusi Kpogu. Bo3MOJCHO ucnonvsosanue 2emMocmamuyeckux cpeocmea Ojisi MeCmHO20
npumenerust nocie yoanenus 3y606. IIpu oOWUPHBLIX CIOMAMONOSUYECKUX NpoYedypax (HanoxiceHue
UB08, MHOINCECMBEHHASI IKCMPAKYUsl 3y008) MOdICcem NOHAOOOUMBCsL 20CNUMATU3AYUsL NAYUECHMA 8

cmayuorap.



Cneoyem so30epocamvcs om npumenenusi HIIBII, ocobenno ayemuncaruyunogot kuciomot **,

Oco6020 enumanusi mpebyem npo@uiaKkmuka 80 8pems CmMoMAamonI02u4eckux npoyeoyp y nayueHmos

¢ uneubumopamu k gpaxmopy VII/IX.

7.3. 'eMmo¢uiinsi y HOBOPOKICHHBIX.

[Ipu pemenun Bompoca O crocode pojopaspenieHusi (BarMHaJIbHOE WJIM OINEpPAaTUBHOE), €CIld
OKHJIaeTCs POXKJICHHE peOeHKa ¢ remModuianeld, HeoOXOaMMo BBIOpaTh HambOoyee aTpaBMaTHYHBIN
cnoco6. BakyymaKcTpakius sBISETCS OMACHON M HE JOJHKHA MPOBOAUTHCS B OTHOIICHUU IUIONOB, Y
KOTOpbIX Tofo3peBaeTcss remoduuus. Ilocne popopaspemienust xenarenbHO oToOparh o0Opasell
MyTOBUHHOW KPOBU B MPOOUPKY C LMTPATOM HATpUs ISl OMNpPEACNICHUS AaKTUBHOCTH (PAKTOPOB
CBepThIBaHUA KpoBHU. [Ipu ol1eHKE pe3ynbTaTOB HEOOXOAMMO YUUTHIBATH BO3pPACTHBIE 0cOOeHHOCTH. J[0
MOMEHTA TUArHOCTHKH, Y HOBOPOXKJIEHHBIX C OKUJIAaeMOU reMo(uiueii xenaTeabHO BO3IEPKaThCS OT
BEHEMYHKUIUNU (TOJIBKO 71l JIMarHOCTUKU reMouianu), ordopa oOpa3loB KamWUISPHOW KPOBU U

JIPYTUX UHBA3UBHBIX MAHUITYJISIIUN.

7.4. IIpoBeneHue J1a0OPATOPHBIX MCCIAEA0BAHUM

JlaboparopHble aHanu3bl JEKAT B OCHOBE JUATHOCTUKU W KOHTPOJS y MALMEHTOB C TeMO(pUIHEH.
TpeboBanus K yCIOBUSIM U TEXHUKE 0TOOpa 00pa3lioB M BBHIMOJHEHUS UCCIEIOBAaHUIN HE OTINYAIOTCS
OT CTaHAAPTHBIX. BaXHBIM acmekToM J1abOopaTOpHBIX HCCIEAOBAHUN SBISETCS YYacTHE B CHCTEME
KOHTpOJIsi KadecTBa. [lpu pamarHocTuke reMo@WINMM ONTUMAJIbHO YYacTBOBAaTh HE TOJIBKO B
rOCyJapCTBEHHOM, HO M B MEXAYHApOJHOM CHCTEME KOHTPOJS KadecTBa J1abOpaTOPHBIX

MCCJIeI0BaHUM, OXBATHIBAIOIIEH OCHOBHBIE KOATYJIONIOTHYECKHE TapaMeTpBhI.

7.5. Baknunanus.

[TarmmenTsl ¢ reModrIHeit MOTYT OBITh BaKIMHUPOBAaHbI. OCOOCHHO Ba)KHO MPOBEICHUE BaKIIMHAIIAN
ot renaruta B. [Ipn BakuuHauuu NpearOYTCHUE OTAACTCS OPAJIbHOMY WM MOAKOKHOMY BBEICHUIO
Ipernapara, no CPaBHEHUIO C BHYTPUMBIIIEUYHbIM WM BHYTPHKOXKHBIM. ECIM 1JIsi JaHHOW BaKIIMHBI
JOCTYTIEH TOJIbKO BHYTPHUMBIIICYHBIN IMyTh BBEJCHHUS, HEOOXOIMMAa 3aMECTUTENIbHAsI Tepamus s
MPENOTBPAILLICHUST Pa3BUTUA TE€MAaroMbl. B 3TOM ciydae 3aMECTUTEIIBHYIO TEPAlUi0 IPOBOIAT
HAKaHyHE BakIMHaUMM. B 1eHp BakUMHAMK BBEICHUE IMIpenapara He pekoMeHayercsa. Henbss

IMPOBOAUTDH BAKIMHAIIMIO BO BPCMA KPOBOTCUCHUSI.

7.6 HekesaresibHAsi MeAMKAMEHTO3HAS TePaIus.



He pexoMeHmoBaHO TpUMEHEHWE TPEMapaToB, YXYAIIAOMMX (YHKIHAIO TPOMOOIMTOB WU

CBCPTBIBAHUA KPOBH.

IIpumenenue maxkux npenapamos mMoxcem npusecmiu K pa3eumuio maxceivbix KpogomeueHuil, Komopbie
He KOHMpONUpYyromcs 6sedenuem Gaxkmopos ceepmovisanus kposu. OOHAKO, pa3eusuulics mpomoos
Modicem nompedosams NPUMEHeHUs: AaHmumpomoomuyeckux cpedcms (awmuxoazynsainmos, BOIA no
ATX knaccuguxayuu). Ilpeonoumenue nado omoasams npenapamam KpamrKo8peMeHHo20 0eliCmeusl.
Kaoicovnii paz HeobXo0umMo aHanu3uposams COOMHOUeHUE NOIb3bl U PUCKA OM  NPUMEHEHUs.

AHMUMPOMOOMUYECKUX CPEOCNE (AHMUKOALYIAHMO8 U UHSUOUMOPO8 azpe2ayuu mpomMOOYumos).

7.7 O0y4yeHne NaMEHTOB M YJIEHOB UX CeMeH.

OOyueHue MalMEeHTOB M WIEHOB MX CeMell — HeoOXonuMoe YCIoBHE OOEeCHeueHUs aleKBaTHOU
IIOMOUIH TaKUM O0sIbHBIM. OOydyeHre HaYMHAeTCsl cpa3y MOoCie YCTAaHOBJICHUS 1MarHo3a v MpoBOAUTCS
Ha IIOCTOSIHHOW OCHOBE BpayaMM M MEIMLMHCKUMHU CECTpaMH LEHTpPA, B KOTOPOM HaOIHOIAeTCs

MaIMEHT.

O6y‘-ICHI/IC MNPOBOAUTCA HWHAWBUAYAJIBHO IIpU IMOCCHICHHUHW HOCHTPA W B pPaMKaX MIIKOJIbI OOJIBLHBIX

reMo(riInen.

OcHOBHBIC HaIpaBJICHUSA O0YUYEHUS TAIMEHTA U WICHOB €T0 CEMbH:
- 4TO TaKoe reMouus;

- 0COOEGHHOCTH JIeTeH, O0JIbHBIX TeMOpUITUEH;

- HaBBIKH OLICHKHU COCTOSTHUS PeOCHKa;

- HaBBIKU OIIGHKH CHMIITOMOB, XapaKTepa U TSHKeCTH KPOBOTEUCHUS;
- XpaHEeHHE W UCTIONBh30BaHUE (aKTOPOB CBEPTHIBAHUS KPOBH;

- MIOKa3aHusl U 103kl 3aMECTUTEIHHON Teparum;

- HaBBIKH MPOBEACHUS MHPY3UHU B JOMAITHUX YCIOBHSIX;

- YXOJI 32 BEHaMH;

- MPUMEHEHHUE JPYTUX TeMOCTAaTUYECKUX CPEICTB;

- usnyeckast aKTUBHOCTH;

- IICUXOJIOTUYECKAs U COITMaTbHAs a/IalTallns;

- mpodeccroHaabHast OPUCHTAITHS;

- OPUIUYCCKUC aCIICKTHI.



[Tomumo Bpaueit u MeacecTep K 00yUeHHIO MAIMEHTOB U YWIEHOB UX CEMEW HEOOXOAMMO MPHUBJICKATh
MEJUIIMHCKUX TICUXOJIOTOB, IOPUCTOB W WJIEHOB OOIIECTBEHHBIX OPTraHU3allMi, MPEICTaBISIONIUX

MHTEPECHI OOJIbHBIX TeMO(IIUEH.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

YpoBeHb YpoBeHb
N2 Kputepun kauyecrea AOCTOBEPHOCTH y6eauTenbHOCTH
AOKasaTeNbCTB pekoMeHaaLMmn
1. MaumeHTy C nojo3peHneM Ha remMobunmi nmbo ¢ BepudULMPOBAHHOM 5 C
remoununern BbiNOMHEHbI 06WNI (KIMHUYECKMN) aHann3 KpoBU U UCCefoBaHue
YPOBHS TPOMBOLMTOB B KPOBU
2. MaumeHTay C nopo3peHMeM Ha remodunmio nmbo c  BepudUUMPOBaAHHOM 5 C
remodunnen BbINOJHEHA KoarynorpaMMa (OPUEHTUPOBOYHOIO WCCNefoBaHUS
CUCTEMbI remocrtasa), BKJIOYatoLLas aKTUBMpPOBaHHOE YacTuyHoe
TpombonnactmHoBoe BpeMsi (A4YTB), npoTpoMbuHoBoe Bpemsa (MB), TpoMbUHOBOE
Bpems (TB), KoHueHTpauuio dunbpuHoreHa (no Knayccy)
3. [MaumMeHTy C remMopparmyeckmm CUHAPOMOM U YAJIMHEHHbIM AYTB npu 5 Cc
NoAO3PEHNN Ha reMOMUANIO BbIMOIHEHO WUCCNeA0BaHME KPOBU ANS AUArHOCTUKMU
BpOXAEHHOro aeduumta (HakTopoB CBepTbiBaHWS, BKJlO4Yallee ornpeaeneHve
akTuBHOCTM dakTopa VIII B CbIBOpOTKE KpOBM, OMpeaesieHne aKTUBHOCTU
dakTopa IX B CbIBOPOTKE KPOBMU
4, MauneHTy C remodununer nposeseHa cneumdbunyeckas 3aMecTUTeNbHas Tepanus 5 C

CbaKTOpaMVI CBEPTbIBAHUA KpPOBU
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IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:
1. Bpauu-remaronoru
2. Bpauu-niequarpsl
3. Bpauu-tepaneBTsl
4. Bpauu-xupypru
5. Bpaun-cTtomaronoru
6. Bpaun-oToprHHOIAPUHTOJIOTH
7. Bpauu-TpaBMaToJI0TH-OPTOIIE b
MeTo/bl, HCTIOJb30BAHHBIE /IJIs1 COOPa/ceJIeKIIMU 10KA3ATEJIbCTB:

ITouck HyGHHKaHI/Iﬁ B CICHOHUAIIM3UPOBAHHBIX IMCPUOANYCCKHUX IICHATHBIX HW3JaHUAX C HMIIAKT-

dakropom > 0,3.
[Touck B AJIEKTPOHHBIX 0a3ax JaHHBIX.
ba3bl 1aHHBIX, HCMI0JIB30BAHHBIX /IJIsl COOpa/celieKIUU 10KA3aTEeIbCTB:

JlokazarenbHOU 0a30i JUIsi peKOMEHAAIUMN SIBIISIIOTCS MyOJWKAIMKM, BOIIeAlre B 0a3bl JaHHBIX

PUBMED, MEDLINE, Kokpanosckoit 6ubanorexu. [Torck mpoBoauics Ha Ti1youny 6omee 20 Jer.
MeToabl, HCTIOJIb30BAHHBIE /ISl AHAJIN3A 10KA3aTeJIbCTB:

- O0630pbI MeTa-aHAJIN30B, PaHJAOMHU3MPOBAHHBIX MPOCHEKTUBHBIX KOHTPOIUPYEMBIX MEPEKPECTHBIX

KJIIMHUYECKUX UCCIIEIOBaHUN.

- O030pHBI ONyOIMKOBAHHBIX UCCIIEIOBAHUN CITy4ali-KOHTPOIb UM KOTOPTHBIX UCCIIEIOBAHUMN.
- Cucremarnueckue 0030psl ¢ TabIHMIIaMU JOKA3aTeIbCTB.

MeToabl, HCIIOJIB30BAHHBIE VISl KAYECTBA U CHJIbI 10KA3aTe/IbCTB:

- KoHceHcyc 3kcnepros;

- OneHka 3HAUUMOCTU JIOKA3aTEIbCTB B COOTBETCTBHHM C PEHUTHHTOBOM CHUCTEMOM YOEIUTETHbHOCTH

JIOKA3aTesIbCTB (MpUiIoKeHue 1).
Metonosiorusi pa3padoTKu peKoOMeHIaluii:

Onucanue MemoouKku ananu3a 0oKa3amenbcmes u paspadomku peKomeHoayull



HpI/I 0T6ope HY6HHK3HHﬁ, KaKk IOTCHIHAJIBHBIX HMCTOYHUKOB A0KAa3aTcJIbCTB, HCIIOJIBb30BaHHAas B
KaXXKJI0M HMCCICAOBAHHMHN MCTOAOJIOIUA OOJKHA OBITH U3ydycHa i TOTO, YTOOBI Y6CI[I/ITBCH B
COOTBCTCTBHH C€C IIPHHLOUIIAM I[OKaSaTeJIBHOI\/’I MCIUIIMHBI. PGBYHBTaT HU3Yy4YCHUS BIMACT HAa YPOBCHD
JO0Ka3aTrCJIbHOCTH, HpHCBaHBaeMBIﬁ HY6J'II/IK8.LII/II/I, YTO B CBOIO OUCPEAb BIIMACT HAa CHUJIY BBITCKAIOIIHUX

N3 HEC pCKOMeHHaHHﬁ.

MeTtononornyeckoe u3zydeHue (GOKYyCHpPYeTCs Ha OCOOCHHOCTSX Au3ailHa MCCIEAOBAHMS, KOTOpHIC

OKa3bIBaJIM CYHICCTBCHHOC BJIMAHNEC HA KAYCCTBO PE3YJIbTATOB 1 BBIBOJOB.

C OECJIbO MCKIIFOYCHHSA BIIMSHUSA Cy6’BeKTI/IBHLIX (baKTOpOB KaXXJ0€ HCCIICA0OBAaHUC OLICHUBACTCA, KAaK
MHUHHUMYM, JBYMA HC3aBUCHMbLIMHU YJICHAMHW aBTOPCKOI'O KOJIJICKTHBA. Paznuuus B OLICHKEC

O6CY)KI[3.IOTC)I Ha COBCIIAaHMAX pa60qel71 rpynnbl aBTOPCKOI'O KOJUICKTUBA JAaHHbBIX peKOMeHHaHHﬁ.

Ha ocHoBanmm aHanm3a JOKa3aTeIbCTB pa3paOOTaHbl pa3Aeibl KIMHHUYECKHX PEKOMEHAAIUN C
OLICHKOM CHJIBI B COOTBETCTBUM C PEUTUHIOBOM CUCTEMOM TpaJallui JOKA3aTeIIbHOCTH PEKOMEHIANI

(mpuioxxeHue 2).
Metoabl, MCTIOIb30BAHHBIE /1Js1 GOPMYTUPOBAHUSA PEeKOMEHIALMIA:
- KoHcencyc sxcnepTos.

- OueHka 3HAYUMOCTH PEKOMEHJAIMd B COOTBETCTBUM C PEUTUHTOBOM CHUCTEMOW Tpajaarui

JI0Ka3aTeIbHOCTH PEKOMEHIAITUH.

MeTonoJi0rusi BaJIHIU3aANMUA PEKOMEH AN
Memooul sanuduzayuu pekomeHoayuiL:

- BHemnssg sxcnepTHas OLUeHKa.

- BHyTpeHHsIs1 aKcniepTHas OlleHKa.

Onucanue MemoouKu 8anuoU3aAYUU peKoMeHOayUu:

Pexomennanuu B mpenBapuTEbHOM BEPCUM PELEH3UPYIOTCS HE3aBUCUMBIMM JKCIIEPTaAMHU, KOTOPBIX
MPOCIAT TMPOKOMMEHTHUPOBATh, HACKOJIBKO KAaueCTBEHHO WHTEPIPETUPOBAHBI JOKA3aTEIbCTBA W
pa3zpaboranbl pekomMeHAaluu. Takke NPOBOAUTCA OSKCIEPTHAs OLEHKA CTWIS — U3JIOKEHUs

pCKOMeHI[aI_II/Iﬁ " UX JOCTYITHOCTH JISI IOHUMAaHMA.

[IpenBapuTenbHble BEPCHU PEKOMEHAAIMN TMPEACTABISIIOTCA IS  OOCYKACHHMS Ha HayYHBIX
reMaToJIOrHuecKnX KoHpepeHuusx HaruoHanbHOrO reMaTrolorHYecKoro oO0IIecTBa W 3aceAaHUsAX
[Ipodgunbuoit komuccuum mno I'emartonoruu, PaGoueit rpynmbel 1o pa3paboTke KIMHUYECKUX
pexoMeHanuii  ['eMaToIorn4eckoro Hay4YHOTO IIEHTPa, BEAYIIMMU CHEIHAIMCTaMH TPO(UIBHBIX

®denepanbHbIX HEHTPOB PO 1 IpakTUUECKUMHU BpadyaMHu.

N3yyaroTcss KOMMEHTapUH CO CTOPOHBI Bpauei-reMaTojoroB aMOyIaTOpHOTO U CTAIlMOHAPHOTO 3TANOB

B OTHOLICHHUU OOXOAUMBOCTH UM HX OLCHKH Ba>XHOCTH peKOMeHI[aLII/Iﬁ Kak pa6oqero HHCTPYMCHTA



ITOBCETHEBHOM NIPAKTUKH.

3amMedyaHusi WU KOMMEHTApWH, IIOJIYyYCHHBIC OT OKCIEPTOB, TIIATEIBHO CHUCTEMATU3UPYIOTCS U
00CYXIar0TCsl aBTOPCKUM KOJIICKTHBOM. [Ipm HEOOXOIWMOCTH MPOBOAWTCS BHECCHHE W3MCHCHHHN M

JIOTIOJTHEHUM B TEKCT peKOMeHﬂaHHﬁ.
OxoHuarebHasI peaAaKmusi:

I[J'ISI OKOHYATEJIbHOMN peaakKun M KOHTPOJII KadCCTBa PCKOMCHIAAIWH ITOBTOPHO AHAJIU3UPYIOTCA
YJICHAMH aBTOPCKOT'O KOJUICKTHUBA, IS IMOATBCPKACHUA TOr0, 4TO BCC CYIICCTBCHHLIC 3aMCUYAHUA H
KOMMCHTAPHM JKCIICPTOB IPUHATHI BO BHUMAHHUC, PUCK CHUCTCMATHYCCKHX OImOOK npu pa3pa60TKe

CBCJICH K MUHUMYMY.

OxoHuaTenbHast peNakiys KIMHUYECKUX PEKOMEHJAlUA pacCMaTpUBAIOTCS M YTBEPXKAAIOTCS Ha
3acenanuu [Ipodunbpaoit komuccun o I'emaronoruu, Paboueit rpymnmbl Mo pa3paboTke KIMHUYECKUX
pexoMeHaanuii ['emMaronornyeckoro HayyHOro IIEHTpa, W B 3aKIIOUYEHUHM, Ha KOHrpecce (chesne,

MJICHYM€) HAallMOHAJIBHOTO T€MAaTOJIOTUYECKOTO OOIIEeCTRa.

Tabomuma A2.1. Illkana oneHKW ypoBHEW JOCTOBEpPHOCTH aokazarenbcTB (YII) st meTonoB

JTMAarHOCTUKH (JIMarHOCTHUYECKUX BMEIIIATEIIHCTB)

yaa PacwudcdpoBka

1 CucrtemaTnyeckme 0630pbl  UCCNeAOBaHW C  KOHTponeM pedepeHCHbIM MeTOAOM WM  CUCTEMaTUYeckuii  0630p
paHAOMU3MPOBAHHbBIX KIIMHUYECKUX UCCef0BaHN C NPpUMEHEHMEM MeTa-aHanm3a

2 OTpenbHble MccnenoBaHus C KOHTpOJ1IEM pecbeF)EHCHbIM METOA0OM WUNWN OTAENIbHbIE PAaHAOMU3NPOBAHHBLIE KJIMHUYECKNE
nccnenoBaHunda M cucrteMmatTuyeckue 0630pb| nccnegoBaHmin noboro An3anHa, 3a WUCKKYeHUeEM paHAOMU3UPOBAHHDbIX
KIMHUYEeCKNUX nccnegoBaHun, ¢ npuMeHeHnMeM MeTa-aHalimisa

3 NccneposaHusa 6e3 nocnenoBaTesibHOrO KOHTPOJSIA pere[.'JEHCHbIM METOAO0M U nccneaoBaHua C peq)GDEHCHbIM METOA0M,
HE ABNARWNMCA HE3AaBUCUMbIM OT UCCneagyemMoro MeToaa unanM HEpaHAOMU3IUNPOBAHHbLIE CPpaBHUTENIbHbIE NCCIEA0BaHNA, B
TOM 4YUC/IE KOTOPTHbIE nccnegoBaHnA

4 HecpaBHUTENbHbIE NCCNEAOBAaHUA, ONMCAHUE KIMHUYECKOro Cly4vas

5 NmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AEeNCTBUS AWM MHEHne SKCnepToB

Tab6muma A2.2. Illkana oneHkW ypoBHEW J0CTOBEpHOCTH jaokazarenbcTB (YIII) st meTonoB
NpoUIAKTUKY, Je4eHus MU peadunurtanuu (IpoUIaKTUYECKUX, J1e4eOHbIX, pPeadMIMTAIIMOHHBIX

BMEIIIATEIIbCTB)

yan PacwuundpoBka

1 CuctemaTtnyeckuii o63op PKW ¢ npumMeHeHnem MeTa-aHanusa

2 OtpenbHble PKU 1 cuctematmdeckme o0630pbl nccnepnoBaHuii noboro aAmsarnHa, 3a uckitveHmeMm PKU, ¢ npuMeHeHunem
MeTa-aHanmnsa

3 HepaHAOMU3NPOBaHHbIE CPABHUTESIbHbIE UCCNEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BAHUS

4 HecpaBHWTENbHbIE WCCEAOBaHWUS, OMUCAHWE KJIMHMYECKOro Ccflydas WaM Ccepuu C/yyaeB, WUCCNefoBaHUsa «Ciydai-
KOHTpO/b>»

5 NmeeTca nuwb 060CHOBaHME MexaHW3Ma [eNCTBMA BMeLWaTenbCcTBa (AOKAMHUYECKME WCCNEeA0oBaHUs) WM MHeHue
3KCMnepToB

Ta6aumuma A2.3. Illkama omneHku ypoBHEHW yOenutenbHOCTH pekomeHmanmii (YYP) mis mertomos

l'IpO(bI/IJIaKTI/IKI/I, JUArHoCTUKHU, JICHCHHA H pea6I/IHI/ITaHI/II/I (HpO(bI/IJ'IaKTI/I‘—I(?CKI/IX, JUAarHoCTHYCCKHUX,



Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YypP PacwuundpoBka

A CunbHas pekoMeHaaumsa (BCe paccMaTpuBaeMble Kputepun 3PHEeKTUBHOCTM (MCXOoAbl) SBASAIOTCA BaXXHbIMU, BCe
nccnesoBaHUa MMEKT BbICOKOE WM YAOBSIETBOPUTENIbHOE METOAOJSIONMYEeCKOe KayecTBO, MX BbIBOAbl MO MHTEPECYOLWMM
ncxopam SABNAKOTCS COrflacoOBaHHbIMM)

B YcnoBHaa pekoMmeHzauus (He BCe paccMaTpuBaeMble KpuTepun 3PheKTUBHOCTM (MCXOAbl) SIBASKOTCS BaXHbIMWU, HE BCe
nccneaoBaHMs MMeKT BbICOKOE WM YOOBJIETBOPUTESIbHOE METOAOJIOrMYeckoe KayecTBO W/MAWM  UX BbIBOAbI MO
MHTEPECYIOLWMM NCX0L4aM He ABASIKOTCA COrlacoBaHHbIMK)

C Cnabasa pekomeHzaumsa (OTCYTCTBME [OKasaTesbCTB HaaMexallero kayectBa (BCce paccMaTpuBaeMble KpuUTepuu

BCbeeKTMBHOCTM (VICXO,D,I:I) ABNAKTCA HEBAXHbIMU, BCE UCCNEAOBaAaHUA MMEKT HU3KOE METOAO0JZIOrM4YeCcKoe KayecCcTtBOo U UX
BbIBOAbl MO MHTEPECYOLWNMM NCXO0A4aM HE ABAAKOTCA COFJ'IaCOBaHHbIMVI)

I[Mopsiiok 00HOBJICHUSI KIMHUYECKUX PEKOMEH/IalHid.

Mexanu3M OOHOBJICHUS KIMHUYCCKUX PEKOMEHIAIUMA TMpeayCcMaTpPUBAeT WX CHCTEMaTHYECKYHO

AKTyaJIn3alliui0 — HE PCKE 4YCM OJUMH pa3 B TPHU roJd,a TAKKE IMPHU IMOABJICHHMMW HOBBIX HJAHHBIX C

IMTO3NTTUH ﬂOK&BﬁTGHBHOﬁ MCIWIMHBI II0 BOIIpOCaAM JHWATrHOCTHKH, JICUCHMU, I'[pO(bI/IJ'IaKTI/IKI/I nu

peaduIuTalMi KOHKPETHBIX 3a00JICBaHUM, HAJTUIMU 00OCHOBAHHBIX JIOTIOTHEHUI/3aMEeUaHU K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3a B 6 mecsues.




IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

Hpunoxenue A3.1. PekoMenayemasi akTUBHOCTL (paKTOpa U
NMPOIOJIKUTEJIbHOCTh TEPANMH NPH PA3JIUYHBIX BUAAX KPOBOTECYECHHUH

[Nemodmmms A [Nemodumma B
[lenepan JTHTEIEHOCTE Ileneras JmHTeIEHOCTE
Bra kpopoTedcHHA AKTHEHOCTE TIedeHHd, (IHH) AKTHEHOCTE TedeHHd, (IHH)
thaxTopa VIII, thaxTopa IX, (%)
%)
Iemaprpos 40 - ad 1 -2 u bomee 40 - ad 1 — 2 u boxee
f‘i::;‘oﬁeme 40 - 60 2~ 3 u Gomee 40 - 60 2 -3 m Boxee
Ja0OpromHEHAT reMaToMa
Ha9aIbHAg 80— 100 2-3 80— 100 1-2
MO0 0epAHEAKIIAT 30 - 60 3 — 5 H boxee 30 - 60 3 — 5 | bomes
BavrpHuepenHoe KpOBOHITHAHHE
HAYATEHAT 80—100 1-7 60— 80 1-7
OIS PAHEANIIAT 50 B-21 -4 -21
Kporouzmuaune B mer H ropio
Ha9aIBHAA 80—100 1-7 60 — 80 1-7
OIS P KHEAOIIAT 50 8-14 -40 8§-14
AKT gporoTegcHEe
HAYaIbHAA 80— 100 1-3 60— 80 1-3
MO IePAHEAKDIIAT 50 4-14 30-40 4-14
[logeanoe - -
KpOEOTEdeHHE 20-30 3-5 20-30 3-5
OnepatHeHOE Te9eHHE
npeaonepalHOHHAT 80—100 1 60— 80 1
nocIeoNnepaHOHHAA 40 - 60 37-14 30-50 37-14
KporoTedenne H3 CIH3HCTEIX MOIOCTH PTa
HAYATEHAT 60— 80 1 50-70 1
IOAJePAHEA0IIAT 50 1 —3 = boxee 30 1- 3 = boxee




IIpuioxenue b. Ajaropurmsl geiicTBUI Bpadya

NaumeHT ¢ BEPHBULMPOBAHHEIM
MHArHO30M FeModunMA

|

3aMecTUTENLHAR TEPANUA KOHUBHTDATAMK
FVI#FIX"™, nauueHTam ¢ TRXENOA thopMoi
remMouNEM A BOIMONHO HA4AN0 TEpanHH
IMMUMIyMaton

Bonee 4 aNK30008
KPOBOTEYEHWA B 1O NPW TEpandu

KOHLEeHTRATaMA FVII®#FIX Her

}

Da

|

TPOEMNAKTHHECKIMA PEXMM BEEOSHUA
3AMBCTUTENSHOR TEPANMKM KOHLEHTDaTaMM
FWIII=/#F 1" 1 HasHaqeHue
IMHUM3yMaia®t LnA NAUWEHTOR C TRMEN0A
hopmoi remotuarK A

3aMecTUTENEHAR TEPANWA KOHUEHTPATAMM
FVIIF*/#FIX** no (haKkTy KpoBOTE4EHMA

EcTb unruburop k FVIILFLX
Da Het

OuHamuueckos HAGM0NEHHEKOPDEKLMA
WHTiTepania Npenaparamy WyHTHPYIOwWero [PEKMMA W 03 BBEOEHWA KOHUSHTRATOB

ABRCTEHA FVII"#FIC, Tepanin ConyCTayowen
naTonormM

EcTb OTBET HA TEpanWIo Yepes 12 mecAues

NpoaonxmTe Tepanuo MAT/Npenaparams
WHTHEYIOWETD NeRCTEHA

CMeHa WyHTHPYIOWETD NpenapaTa/Bbicokne
036 KDHUeHTpaTea FVINMAEFFIX™ no daxTy
KPOBOTEYEHHA MNH TEPANKA IMULIMIYMAGoM""
ANA NAUKWEHTOR C remodunmei A

[OCTHNHYTa MMMYHHARA TONBPAHTHOCTE

MpodvnakTvka KosueHTpaTamm FyII#FxX**
WA TEPANKA IMALMTYMa0toM™" ANA NAUMEHTOS C
reMODMAnEA A

Tepanua NPenapaTaMmi WyHTHPYIOWEno
NBACTBMA KM IMKUAIyMaton™ 0NA NALMEHTOB
€ remodinnyen A




Ipuwioxenue B. Unpopmanus 1 manmeHTa

IIpuioxkenue B.1 O0pa3en npoTrokoJia npoBeeHUs 3aMeCTUTEIbHOM /
reMoOCTaTH4YeCKOM Tepanuu (paKTOpPaMM CBEPTHIBAHUS KPOBH B JOMAIIIHUX
YCJIOBHAX

MNPOTOKOJI

3aMeCTHTEeIbHOI / reMoCcTaTHYeCKOM TEpalnu (l)aKTOpaMI/I CBCPThIBaAaHUA KPOBH

3a 202 roma
®.1.0. 60abHOTO Bec (kr)
[ara poxxnenus Teu. JAnarno3
Ne nokasaHus TMN KpoBoTeueHus | [arta HaumeHoBaHue | AO33 KnuHunueckmii
n\n ﬁggggreﬂz'ﬂ':f/ (ecnn npMMeHNMO) BBeAeHus | npenapaTa apEenapaTa, acdekr
1.
2.
3.
4.
nara MOAMKCH MAllMEeHTA

OpHUEHTHPOBOYHBIE J103bI, HEOOXOANMBIE sl BBEACHHUSI:

kpoBom3nusiHUE B cycTaB: 20-40 ME/kr macchl Tena

remaroma Msrkux tkanei: 20-40 ME/kr maccol Tena

rematypus (kpoBb B Moue): 10-15 ME/kr maccel Tena

KPOBOTEUEHHUE U3 CIM3UCTHIX (HOCOBOE, AeCHEBOE, TyHOouKoBOE): 20-30 ME/kr Macchl Tena
3a0prommHHas remaroma: 40-50 ME/kr maccol Tena (HeMeaJIeHHO 00paTUThes K Bpady)
kumedHoe kpoBoteueHue: 60-80 ME/kr maccel Tena (HeMeIJIeHHO 0OpaTUThCS K Bpady)
BHMMAHMUE!

BBoauth (hakTophl CBEpTHIBAHUS KPOBU HEOOXOAMMO B CAMOM Hayayie KpOBOM3IUSHUS!

JIns KOHCyJIbTalMid 3BOHUTH 11O TEI.




Hpuaoxenue B.2 Odpaszen HuHPOPMUPOBAHHOIO COIIaAcCHs 00JILHOIO HA
MPOBeJAeHHE JOMAIIHEro Je4YeHUus

NHO®OPMHUPOBAHHOE COIVTTACUE BOJBHOI'O HA TMPOBEJIEHHME JOMAIIHEI'O
JIEUEHUSA

A,

S cornaceH, 4To MOE y4acTHE B IporpamMMme JIOMAIIHEro JICUCHUs HAKJIAIbIBACT HA MCHS CIICTYOIIHE
00S13aHHOCTH:

MIPOXOJIUTH BCE HEOOXOANMBIE JabopaTopHbIe 00CIEI0BAHNS;
JieueHue MPOBOAUTH CTPOTO IO PEKOMEHIAINH Bpaya;
€KEMECSYHO 3arOoIHATh U C/IaBaTh MIPOTOKOJIBI BBEJICHUS (DAKTOPOB CBEPTHIBAHUS KPOBHU;

B CJIydaC HACTYIUICHHA OCJIOKHEHUM WU OTCYTCTBUS KIIMHUYCCKOI'O 3(1)(1)6KT3 HEMCIJICHHO

oOpamiarbcs B_*

B CJIy4dac HCBBIIIOJIHCHUSI MOHX 065[33.HHOCT€I>JI, Bpaqe6HI>1x peKOMeHI[aHI/Iﬁ nim 06CJ'IGI[OB&HHI>1 MOC

ydacTue B Iporpamme JOMaIIHero JiedeHusl Oy/IeT MpeKpalieHo.
nara MOANUCH MAMEeHTA

* Ha3BaHMWE MEIUIIMHCKOW OpraHu3aIuy, ee aapec u TenedoH.

Hpunoxenue B.3 O0pa3zen uHPOPMUPOBAHHOIO COIVIACHUS POAUTEICH
(3aKOHHBIX NpeAcTaBUTe/Ie) pe0eHKA HA NIPOBeIeHUE IOMANIHEr0 JIeYeHH I

WH®OPMUPOBAHHOE COITIACHUE POJIUTEJIEN (3AKOHHBIX IPEJICTABHUTEJIEN)
PEBEHKA HA NIPOBEAEHUE JTOMAIIHEI'O JIEYEHUSA

A,

(®.1.0. momHOCTHIO, CTENIEHb POJICTBA HIIH CTATYC)

COIIaCCH Ha y4aCTUC MOCTO pe6eHKa

B MpoTrpaMMe JIOMaIIHero JiedeHuss. O BO3MOXKHBIX HEKEIATeIbHBIX SIBICHUIX U Pe3yIbTaTax JeueHus
npenynpexaeH (a). O HeoOxogumMocTH coOmtonarth rpaduk HaOMOACHUS U J1abOpaTOPHBIX

oOcrenoBaHu peIynpeskIeH (a).

S uMer0 BO3MOKHOCTh BBOJAUTDL ATOT nperapar nmo MECTy KUTCJIbCTBA U O3HAKOMJICH (a) C IIpaBUJIaMHA

ero BBeZieHUs. S nH(pOpMHUpPOBaH (a) 0 HEOOXOIUMOCTH:



IPOBOIUTH PEOCHKY CBOEBPEMEHHO BCE HEOOXOIMMEIE Ta0OpaTOPHBIE 00CIICIOBAHMS;
JIeYeHUE MPOBOAUTH CTPOTO 110 PEKOMEHIAINH Bpaya;
€KEMECSIYHO 3aIOJHSTh U CIIaBaTh POTOKOJIBI BBEACHUS TPENIapaToB;

B ClIyda€ HaACTYIIJICHUA OCJHOXXHEHUM WU OTCYTCTBUA KIIMHHUYCCKOI'O 3(1)(1)€KT21 HEMCIJICHHO

oOpamarbes B_*

B crnydyae HEBBIIONHEHHS MOHMX OOSI3aHHOCTEH, BpadyeOHBIX pPEKOMEHAAIMN WM OO0CJIeI0BaHUI

ydacTue MOero pedeHka B IporpaMmMe JOMAIIHETO JIedeHUsl OyJIeT MpeKpalieHo.
nara HOJIUCH AIMEHTa

* Ha3BaHHME MEIUIIMHCKON OpraHU3aIliy, €€ aJipec U TeledoH.

IIpuioxkenue B.4 Ilacnopt nanuenra ¢ remoduianei

IMACHOPT BOJIBHOT'O TEMO®WJINEN

Bianenenn nmaHHOro JIOKyMEHTa CTPajacT ITIOHMKEHHOM CBEPTHIBAEMOCTBIO KPOBH, IIOJIy4aeT
BHYTPUBEHHbIE HHBEKIMHM aHTUTEMOPMIbHBIMU TTpenaparaMu. [Ipu HEM MOTyT OBITH J€KapCTBEHHBIE

nperaparsl U CPCACTBA IJII UX BHYTPUBCHHOI'O BBECACHU .
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Tanmenram ¢ remodEIEe# B GonsHERD
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX



