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KomupoBanne mo MexayHapoOHOH CTaTUCTHYECKOW KiaccupuKanuu OoJe3Hed u mpoliem,
CBSI3aHHBIX CO 37I0poBbheM: D66, D67

I'on yrBepxkaeHus (yactora nepecmotpa): 2023

Bo3pacrtnas kareropus: B3pocibie, letu

IlepecmoTtp He mo3anee: 2025
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[To cocrostauio Ha 04.05.2023 Ha caiite M3 PO

Pa3pa60Tun KJIUHHYECKOMH PECKOMEHIAINN

- HammonansHOE O6HICCTBO JCTCKHX I'€éMaToJIOTOB, OHKOJIOTOB
- HammoHnansHOE TeMaTOJIOTHYISCKOE 06HI€CTBO

Ono6peno Hayuno-npaktudeckum CoBetoM Munzapasa PO

Cnmcok cokpameHni

AYTB — akTHUBHPOBAHHOE YaCTUYHOE TPOMOOTIIIACTUHOBOE BPEMsI

AUKK — aHTUMHTHOUTOPHBIN KOATYJISTHTHBIM KOMITJIEKC

BE — Bere3na Enunuia

I'A — remodumus A

I'B — remodmmus B

JAB — neHp BBEACHMS

KKT — xeny104HO-KUILIEUYHbIA TPAKT

NUT — uayKIyusa MMMYHOJIOTHYECKON TOJIEPAHTHOCTH

KT — xomnbroTepHas Tomorpadus

MPT — marauTHO-pe30HaHCHAas TOMOTpadust

HIIBII — HecTepouHble MPOTHBOBOCTIAIIUTENILHBIE U MIPOTUBOpPeBMaTnyeckue npemnaparsl (MO1A
o ATX knaccudukarum)

[1B — nmpoTpoMOUHOBOE BpeMst

TB — TpoMOuHOBOE BpeMst

FVIII — ¢akrop cepThiBanus kpou VIII

FIX — dakTop cBepThiBanus kpoBu [X

FXI — dakTop cBepThiBanus kpoBH XI

FXII — dakrop cBepThiBanus KpoBu XII

IHHC — uenTpasibHas HEpBHAs CUCTEMA

LHOI'-2 — uKkII00KCcUreHasa-2

TepMuHBI U onpeaeIeHUSA

FeMapro3 — KPpOBOU3JIMAHUC B IIOJIOCTh CYCTaBa

I'ematoma — OTPaHNUYCHHOC CKOIUICHUC KPOBHU IPH 3aKPBITBIX U OTKPBITHIX IMOBPEKIACHUAX OPraHOB
U TKaHEH ¢ pPa3pbIBOM COCYIAOB, B PE3YJIbTATEC YCTO o6pa3yeTC51 MOJIOCTh, COACpIKaIasd KUIAKYIO WIH
CBCPHYBLIYIOCA KPOBb

FeMaTypI/IH — HaAJIMYUEC SPpUTPOIUTOB B MOYC CBCPX (1)I/I3I/IOHOPI/IHCCKI/IX HOpM

I'emocTtas — cucrema CBCPThIBAaHUA KPOBU

I'emocTatnueckas TCpaluid — TCpalivs, HallpaBJICHHAs Ha OCTAHOBKY KPOBOTCUCHU A
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I'emodwmus A — HacneacTBeHHbIH AeduuuT Gakropa ceepThiBanus kposu VIII

I'emodwmus B — HacnencTBeHHbIH qeguuuT dakTopa cBepThiBaHUS KpoBH [X

WHrubuTopsl — aHTUTENA, BEIPA0ATHIBAIONIMECS HA SK30I'CHHO BBEICHHBIN OEI0K

KoarymnorpamMma (OpUEHTUPOBOYHOE MHCCIEIOBAaHHE CHUCTEMBl TeMOCTa3a) — HCCIEIOBaHUE
CBEPTHIBAOIIECH CUCTEMBI KPOBH

Koarynomarusi — HapyIieHrne CBepThIBaHUS KPOBU

[IpemapaTsl IIYHTHPYIOIIErO JEHCTBHS — OTHENbHBIE Tpenaparsl W3 Tpymmbl  (aKkTOpOB
ceprbiBanus kpoBu (B02BD  daxtopel cBeprthiBanus kpoBu 1o ATX  kiaccupukanun):
AHTUMHTMOUTOPHBIN KOAryasSsHTHBIM KOMIUIEKC® ™ 1 anTakor ajbga (aKTUBUPOBAaHHBIN)**

@dakTop CBEpPTHIBaHUS KPOBU — OEJOK, COJACpKAIIMWCA B IJIa3Me KPOBU M TPOMOOIHMTAX H
o0ecreunBaroINii CBEPTHIBAHNE KPOBU

1. Kparkas wuHpopManusi mno 3a00/IeBAHHI0 WIH COCTOSAHUIO (TPyNIbI
3a00J1eBAaHNI1 WM COCTOSTHUI)

1.1. Onpenesienue 3a00JieBaHUs WM COCTOSIHUSI (TPynnbl 3a00/1eBaHU WM
COCTOSTHHH)

I'emodunuss — 93T0 clHemIeHHOE ¢ X-XpOMOCOMOW BpPOXIEHHOE HapyIIEHHUE TUIa3MEHHOTO
remMocTasa, BO3HHMKAIOIIee B pe3yibTaTe JeQHIMTa WIM OTCYTCTBUA (akTopa cBepThiBaHUS KpoBu VIII
(FVII) —remodunus A wim dakropa ceprhiBanus kposu [X (FIX) — remodunus B.

1.2, JTHosioTHA W TAaToreHe3 3a00/ieBaHUS WM COCTOSIHMSI (TPynmnbI
3a00J1eBaHMii MJIA COCTOSTHUIA)

I'emodunus nepenaercs no X-clemieHHOMY pelieCCUBHOMY MyTH HacienoBanus. [lpumepno y 70%
OOJIbHBIX HMMEETCSl TOJIOKUTEIBHBIM CEeMEHHBIN aHaMHe3 To 3abosieBanuio. [IpuumHONM remodumun
SIBJISIIOTCS MyTanuu rena, koaupyroniue FVII (Xq28), nmum rena, kogupytomero FIX (Xq27). B 30-35%
CJIydaeB BO3MOXHBI CIIOPAJMUECKUE MyTalluu 0e3 HalTu4usi CeMEHHOro aHaMHe3a 3a00JIeBaHMUS.

1.3. Dnuaemuosorus 3a00J1eBaHUsl WIN COCTOSIHUSA (FPynmnbl 3a00JieBaHUI MM
COCTOSTHUM)

Pacnipoctpanennoctp remodumnum B oOmem momyisuuu  cocraBiuser 1:10000 HaceneHwusl.
I'emodunus A (I'A) Bctpeuaercs vamre, uem remodmius B (I'B), u coctaBuser 80-85% oOmiero uucna
cinydaeB. [lomaBnsromiee OONBIIMHCTBO OOJBHBIX TemMouiueln — MyKYUHBI. 3BeCTHBI €IUHUYHBIC
ciiydau reMoGUINH Y KEHILIKUH MPU HACIEeIOBAaHUH T€Ha OJHOBPEMEHHO OT OTIa (00JIbHOI remModumeii)
U OT MaTepu (HOCHUTEINb reHa), 1100 y JKEHIIMHBI ¢ MyTallMell TeHa Ha OJHOM XpOMOCOME, KOTJa I'eH Ha
npyroit He aktuBeH (Oone3np lllepemieBckoro-TepHepa u Ap.). Y HEKOTOPBIX KEHIIHH, SBISIOLUIUXCS
HocutenpHunamMu Mytanuii reHoB FVIII unu FIX, Takke MOryt ObITh KIMHUYECKHE MPOSBICHUS
remodwmimu [1].

1.4, OcoGeHHOCTM KOAMPOBAHUS 3a00j1eBaHUS WJIU COCTOSSHUSL (TPYNIIbI
3a00/1eBaHUIl WJIH COCTOSIHUI) MO0 MeXAyHAPOAHON CTATHYECKOH KIacCHPUKALMHU
0oJie3Heil 1 MPo0JeM, CB3aHHBIX €O 310POBbEM

D66 — nacnencreennsiit gepunut dakropa VIII
D67 — nacnencreennsiit gepunut dakropa [X
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1.5. Knaccudukanus 3a00/ieBaHusI WIN COCTOSIHUS (TPynnbl 3a00/1eBaHUil MJIH
COCTOSIHUM)

Knaccudukarus reMoGuimu 1o CTETIEHU TSHKECTH OCHOBaHA Ha ompenenenun aktuBHoct FVIII n
FIX (tabn. 1) [1-3].

Tabmuma 1. Kimaccudukanusi reMopuIMy 1o CTENEHH THKECTH

dopma AxrtuBHocTs FVIII/FIX (HOpMa KimHnueckue nposBiIeHUs
50-150%)
Tsoxenas <1% Jle6roT 3a001€BaHus B paHHEM JIETCKOM BO3pacTe:
Cpenseit Toxectn | 1-5% PEIMINBUPYIOIIUH TeMOPParu4ecKuil  CHHIPOM

MIPEUMYIIECTBEHHO r€MaTOMHOTO THTIA
(TIpeuMyIIeCTBEHHO CIOHTAaHHBIE KPOBOTEUCHUS)

Jlerkas > 5% KpoBoTeueHus: BO3HUKAIOT HOCIE TpaBM WU MPU
NIPOBE/ICHUY MHBA3MBHBIX BMEIIATEIIHLCTB

Oxono 60-70% Bcex NMAarHOCTUPOBAHHBIX CIy4aeB IeMO(DUINU COCTaBISIOT TsDKEIble (POpPMBI
3a00JieBaHUs, U1 KOTOPBHIX XapaKTEpHbI CIOHTAHHBIE MEMOpPparuyeckue 3MU30/bl (IPEeUMYILIECTBEHHO
reMapTpo3bl U reMaTOMbl MSTKMX TKaHeW pa3iuyHbIX Jokanu3auuil). CTeneHb TSHKECTH HapyIlIeHWH
CBEPTHIBAHUS KPOBH U KIMHUYECKUX MPOSBICHUN MpPHU reMO(UINU 3aBUCHUT, KaK MPaBUJIO, OT YPOBHS
aKTMBHOCTH ()akTopa B KPOBH, OJHAKO B KIMHMYECKOM NpPAaKTUKE HE BCErja CYIIECTBYET MNpsimMas
KOPPEJSIHUS MEXIY JIA00OPATOPHBIM M KIMHUYECKAM (DEeHOTHUTIaMU 3a00JIEBaHMUS.

1.6. Kuaunudveckasi KkapTuHa 3a00jieBaHUsl WJIH COCTOSIHUSI (Tpynmnbl
3a00J1eBaHMii MJIA COCTOSTHHIA)

OCHOBHOE TIPOSIBIICHUE TEeMODHINN — KPOBOTECYCHUSI U KPOBOM3IIUSHUS, BO3HUKAIOIINAE CIIOHTAHHO
WK BeaeacTBre TpaBMbl (Tabir. 2). I'A u I'B UMEIOT cX0Kyr0 KIMHUYECKYI0 KapTuHy [1-3].

Tabnuma 2. Knuauyeckre nposiBiaeHUs TeMo Qi

Bubl KpoBOTEUECHHI/KPOBOU3TUSHUAN Yacrota, %
Tunuunsie
I'emapTpo3bl KPYIHBIX CYCTaBOB 70-90
I'emaToMBI (KPOBOUBIUSHUS B MBIIIIBI/MSATKHAE TKAHH ) 20-40
KpoBoTeuenus u3 cim3ucThiX (HOCOBBIE, AECHEBbIC, TYHOUYKOBbIE) 10
I'emarypun 5-10
Xuzneyrposxaromue
B IHC 5
B XKKT
B ob6nactu meun/ropna
3a0proIIMHABIE TEMATOMBI
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Jist TsKenoi popMbl reMOo(pUITHH XapakTepHO MOSBICHHE FeMOPParnieckoro CHHAPOMa Ha TIEPBOM
roJy KU3HU C Havaja aKTUBHOTO MepHoja y pedeHKa (reMaToOMbl MSATKHX TKaHEH, MOCTTpaBMaTHUECKHE
KPOBOTEUEHHUS U3 CIM3UCTBIX, reMapTpo3sl). Ilopakarorcs B OCHOBHOM KPYIHBIE CYCTaBbl: KOJICHHBIE,
rOJIEHOCTOIIHbIE, JIOKTEBBIE U Ta300€PEHHBIE.

I'emodwmns cpemHell TSHKECTH MMEET CXOJHBbIE MPOsBICHHA. llepBble NMpU3HAKK, KaK IMPaBHUIIO,
pa3BUBAIOTCS TOCJHE rojga. Y TMAalUeHTOB C aKTUBHOCTHIO (hakTopoB Oosiee 2% peke BO3HUKAIOT
KPOBOM3JIMSIHMSI B CyCTaBbl, 3a0pIOIIMHHBIE TeMarombl, remarypuu. Haubonee  TUNMYHBI
MIOCTTPAaBMaTU4YECKHE T'€MAaTOMbl M JJIUTENbHbIE KPOBOTEUEHHUS, OCOOCHHO IpHU TpaBMaxX CIU3HUCTBIX
000J104€eK.

Jlerkast reMoGuIMsI MOYKET HUKAK HE MPOSIBISTHCS HA MPOTSDKEHUHU Beel ®u3HuU. ['eMopparnueckuit
CHUH/IPOM OOBIYHO BO3HHMKAET BCIJIEJICTBUE 3HAYUTEIBHBIX TPAaBM WM IMPH XUPYPTUYECKOM JICUCHHH.
[TopakeHue onopHO-ABUraTENLHOTO arapaTra BCTPEYaeTCsl Ype3BbIYANHO PEIKO.

2. /ImarHocTuka 3a00JieBaHHS WJIH COCTOSIHMA (rpynmnbl 3a00J1eBAaHUN WIH
COCTOSIHMI) MeAUIUHCKHE TMOKAa3aHUs M TNPOTHBONOKA3AHUS K INPUMEHEeHHUI0
METOA0B IMATHOCTUKH

JlJi ycTaHOBJIEHHS AMarHo3a reMo(uiany y naieHTa ¢ HaJu4ueM reMopparuyeckoro CHHApoMa B
aHaMHe3€ WJIM MPU OTITOIIEHHOM CEMEMHOM aHaMHe3€ HCIOJIb3YIOTCS KPUTEpUHU JUarHo3a remMo(uinu
(IMarHo3 ycTaHaBIIMBACTCS MPH HATMYUHM KaK MHHUMYM JIBYX U3 TpexX kputepues) [1-3]:

- OTCYTCTBHUE MPUOOPETEHHBIX KOATYIOMATUH;

- camkenne aktuBHOCTH FVIII/FIX HImke 50%;

- Hanuuue myTanuid reHoB FVIII winm FIX.

2.1. ’Kayo0bI ¥ aHAMHE3

,HI/Ial"HOCTI/IKa FCMO(l)I/IJ'II/II/I HAa4YMHACTCA C BBIABJIICHUA HAJIWYHA T'EMOPPArudeCKoro CHUHIApoMa B
AHAMHE3€ y MallUCHTA U YICHOB CCMbH.

- Bcem marnueHTaM ¢ moJ03peHHEM Ha TeMO(HINI0 PEKOMEHIyeTcss cOOp aHaMHe3a W Kallod 1pu
3a00JICBaHHMSX OPraHOB KPOBETBOPCHHMS U KpoBH [1-3].

YpoBeHb yoeauTenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: npu cOope aHamHe3a 3a00JICBaHUS U CEMEHHOTO aHaMHE3a IallMeHTa BBISICHSTH
HAJIMYKME TPOSBICHUNA T'eMOPPAruyeckoro CHHIpOMA: >KaI00 Ha JIETKO IOSBIISIFOIIUAECS 3KXHUMO3bI U
reMaTOMbl B PaHHEM JIETCTBE, BO3HHMKHOBEHHE CIIOHTAaHHBIX KPOBOTECYCHUU (OCOOCHHO B CYCTaBBI,
MBIIIIBl WM MSITKAE TKaHHW); JUIMTEIBHBIX KPOBOTCUCHHMH TIIOCJIIE TPaBM MU XHUPYPTrHYECKOTO
BMeIIIaTEIbCTBA.

JlaHHBIC CEMEWHOTI0 aHaMHe3a MPUMEPHO y 2/3 OOJIBHBIX COJIEpXKAT yKa3aHUsl Ha FeMOPparuyecKue
MPOSIBJICHUSL y OJIM3KMX POJCTBEHHUKOB IO JKCHCKOW JWMHHMU (Y MYXYWH, peXe y KeHIIuH). /laHHbIC
MEePCOHAIBHOTO aHaMHE3a MOTYT COJepKaTh HMH(QOpPMAIMIO O TeMOPPArHYeCKUX MPOSBICHUAX Y
nanuenTa. [Ipu cOope anamHe3a 3aboneBaHus HEOOXOIUMO oOpamaTh BHUMaHUE HA HaJIU4due
reMOpPpParu4ecKux MpOSBICHUI B HEOHATAILHOM IMEpHOJie B BHUJE KedaloreMaroMm, BHYTPUUYEPEITHBIX
KPOBOMBJIUSIHUNA, KPOBOTOUMBOCTH M JUIMTEIHHOM 32)KUBIICHUHM MYMOYHOW paHKU; y TPYIAHBIX JOeTell —
HKXMMO30B, HE CBA3aHHBIX CO 3HAYMMON TPaBMOM, reMaToM MSTKUX TKaHEH Moclie He3HAYUTENbHBIX
yIIUOOB WJIM CHOHTAHHBIX. Y HEKOTOPBIX JIEeTeH KPOBOTEUEHHUS MOTYT OTCYTCTBOBATh Ha MEPBOM TOIY
KU3HA JI0 TeX TOp, Moka peOeHOK He HauHeT XoauTh [4, 5]. BaxHo oOpamarte BHHUMaHHE Ha
HECOOTBETCTBUE BBIPAKEHHOCTH T€MOPPATHUECKUX MPOSBICHUN TSHKECTH MPEIIIECTBOBABIICH TPaBMBI,
Ha PEIUJAMBBl KPOBOTEUEHUU TMOCIE MEPBUYHONW OCTAHOBKH, HE CBSI3aHHBIE C TIOBTOPHOW TPaBMOIM,
MacCUBHbIE H (WJIM) MHOXECTBEHHbIE TE€MAaTOMBI, CHCTEMHOCTh TE€MOPpPAarMuecKux MPOSBICHUIA
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(nposiBIEHMS pa3IMYHOM JIOKaIW3alluu), "CIIOHTaHHbIE TreMopparuueckue mnpossiaeHus". Ilpu nerxoi
¢dopme remMopMINK KPOBOTEUYEHUS MOTYT OTCYTCTBOBATh JO IEPBOM TPaBMBI WM XUPYPrHUECKOTO
BMemaTenbeTBa. COop skanob 1 aHaMHe3a MO3BOJIUT OTPEICIUTh 00beM 00CIeIOBAaHUS MAIIMEHTA.

2.2. DuzukajabHOe 00C/Ie10BaHe

- Bcem mammentam ¢ mojo3peHHeM TeMO(HIIMIO, a TAaKKe BCEM MAIMeHTaM C YCTaHOBIICHHBIM
JMarHo3oM TreMo(uiMs Ha KakJ0M BpaueOHOM IpUEME PEKOMEHIYETCsl BU3YallbHOE HCCIIEIOBAHUE,
HaJbIaus, NePKyCCHs pu 3a00JICBaHUSAX OPTaHOB KPOBETBOPEHHUS 1 KpoBH [1-3].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMeHTapun: HeoOxonuMo oOpaliaTh BHUMaHHE Ha HaJW4YHE KOXKHOTO TIeMOpparuyeckoro
CHUH/IpOMa Pa3JIMYHOM BBIPAKEHHOCTH B BUJI€ MHOKECTBEHHBIX 3KXMMO30B M F€MaTOM, BO3MOXKHBIX MPHU
TSKEION U CpenHeTsDKeNnol gopme reMopuinu. BBICOKOBEPOSTHO BBISBICHHE MPU3HAKOB MOPAXKEHUS
CycTaBOB B BHJE JjAedopmanuy, OTeKa U JIOKAIBHOIO IOBBIIIEHHUS TEMIIEpaTypbl KOXH (OCTpbIH
reMapTpo3) W/WIU TPU3HAKOB HAPYIIEHUs TOJBHKHOCTH, 00beMa JBI)KCHHH CYCTaBOB, THMOTPOGUU
MBI KOHEYHOCTH Ha CTOPOHE TMOPAXXEHHOTO CYCTaBa, HapylleHHEe NOX0AKH (xedopmupyromas
aptponartus). Ilo3BossieT onpeaenuTh TSHKECTb COCTOSHUSA MAlMeHTa M HEOOXOJIUMOCTb IMPOBEACHUS
crenupruUIeckoi 3aMeCTUTEILHON 1/IIIM TeMOCTaTUYECKOM Teparnuu.

2.3. JlabopaTopHble TMATHOCTHYECKHUE HCCIeI0BAHUS

[TonmyueHne MakCHMaJIbHOTO KOJMYECTBAa J1aOOPAaTOPHBIX IJaHHBIX CIIOCOOCTBYET BepUUKaLUU
JMArHo3a M MCKITIOYEHUIO MPUOOpeTeHHbIX NehuiuToB (hakTopoB cBepThiBaHusa kKpoBu VIII/IX, a Taxxe
UCKITIOYEHHIO 1e(DUIIUTOB APYruX (PakKTOPOB CBEPTHIBAHUS KPOBH.

- [lauuentam c moxo3peHHEM Ha TeMOQWINIO, a TaKXke MalueHTaM C BepUPHUIHPOBAHHON
remMouiuei mpu KaxJI0M BU3UTE K Bpayy-TeMaTojory PeKOMEHJIOBAaHO BBIMOJIHEHHE KOAaryJIorpaMMbI
(OpMEHTHPOBOYHOTO HCCIIEOBAHMS CUCTEMBI I'€éMOCTa3a), C 00sf3aTeIbHbIM BKIIOUCHHEM CIEIyIOIINX
rmapaMeTpoB: AaKTHBUPOBAHHOE dYacTH4YHOE TpoMOorutactuHoBoe BpeMs (AUTB), ompenenenue
MPOTPOMOMHOBOTO  (TPOMOOIJIACTUHOBOTO) BpEMEHHM B KPOBM WM B IUIa3Me, OIpeeieHHe
TPOMOMHOBOTO BpEMEHU B KpPOBU, HCCIEIOBaHHME YpPOBHS (PUOpHMHOrEeHAa B KpPOBU MJIsi KOHTPOJIA
COCTOSIHHSI CBEPTHIBAIOIICH cucTeMsl KpoBH [1, 3, 6].

YpoBeHb yoeauTenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: 11t reModuiInu xapakTepHO n30aupoBaHHoe yBennueHne AUTB, npu coxpaneHnun
JIpYyrux ToKa3aTelel B Npeaesiax HOpMalbHbIX 3HaueHuid. HeoOxonumo uMeTs B BHUAY, UYTO MpHU
MIPOBEJICHUN CKPUHUHTA Y MAallMEHTOB C JIETKON (opMoii TeMO(UINN BO3MOXKHBI HOPMaJIbHbIE 3HAUYCHUS
AYTB.

JU1sl SKCTPEHHOTO KOHTPOJs 3PPEKTUBHOCTH Tepanuu HeoOXOoAMMO Hcrosb3oBaHue tecta AUTB
(HEe0OX0JMMO TMOJYYUTh HOpPMAllbHblE WM CYOHOpMallbHblE 3HAYEHHS), OJHAKO OTH JaHHbIE He
No3BOJIAIOT AuddepeHnnpoBaTh 3HaueHUs akTUBHOCTH Bbimie 30-50% u He oTpaxaroT npsMon
KOppeJsLUU ¢ akTUBHOCTBIO akTopoB VIII u IX.

- [Ilammentam ¢ mojo3peHMeM Ha TeMOQWINIO, PEKOMEHJOBAHO BBIMOJHEHHE OOIIEro
(KTMHUYECKOT0) aHamn3a KPOBH W HCCIEAOBAaHHWE YPOBHS TPOMOOIIMTOB B KPOBU JUISI KOHTPOJIS
nokasareneit kposu [1, 3, 6].

VYpoBenb yoeautenbHoCTH pekomenaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- [TauuenTam ¢ reMopparn4eCKuM CUMHAPOMOM IIPH BBIABJICHUN U30JIUPOBAHHOT'O YJIMHCHUA AUTB
IIpru NOAO3pPCHUU HaA FCMO(I)I/I.HI/IIO PECKOMCHAOBAHO UCCIICAOBAHUC KPOBU JIA JUATHOCTUKU BPOKIACHHOTO
,Z[e(bI/IL[I/ITa (I)aKTopOB CBCPTBIBAHMS, BKIIIOHYAOMIECC ONPCACICHNEC aKTUBHOCTU (baKTopa VIII B CBIBOPOTKC
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KPOBH, OIIpe/ieieHue akTUBHOCTH (akTopa X B CHIBOPOTKE KPOBH, ONpEACICHUE aKTUBHOCTH (haKTopa
XI B CBIBOPOTKE KpOBH, OomlpeieiieHHe akTUBHOCTH (hakropa XII B CHIBOpOTKE KpOBH, HCCIEIOBaHUE
aKTUBHOCTH M CBOWCTB (pakropa Buinebpanna B KpoBH, HcciieioBaHHe aHTUTeHa (hakTopa Bunnebpanaa
[1, 3, 6].
Yposens yoeautenbHocT pekoMenaainii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
KommeHTapuu: Ha BTOpOM 3Tare ONpeNeNsioT aKTUBHOCTh (PaKTOPOB IUIA3MEHHOTO TeMocTasza —
FVIII, FIX, XI u XII, aktuBHOCTH (pakropa ¢pon Bunedpanna (VWF:RCo), ag-vVWF.

- IlanpeHnTaMm ¢ MOMO3peHHEM Ha TeMOQHWIMIO WIM C YCTAHOBJICHHBIM JWArHO30M T'eMOQWINs
PEKOMEHyeTCsl OTIpE/IeIeHne aKTUBHOCTH MHIHOMTOPOB K daktopy VIII w/mmm k dakropy IX B mmazme
KpOBHU C HCHOJb30BaHUEM Merona bere3na B momudukanuyu HumereHa c 1enbl0 OLUEHKH COCTOSIHUS
CBEPTHIBAIOLIEH CUCTEMBI U KOHTPOJIA 3PPEKTUBHOCTH MPOBOJAMMOTO JICUEHHUS B CIEAYIOIIUX CUTYaLUAX
[1, 3, 7-13]:

- y geteit — kaxpie S nueit nepsbie 20 nueit BBenenus ([B), kaxasie 10 mgueit ¢ 21 go 50-i JIB, a
3ateMm He MeHee 2 pa3 B roa o 100 [IB.

- y nanueHToB ¢ 6onee yem 100 [IB mpenapara — 1 pa3 B ToJ U JOMOJTHUTEIHHO B CIEIYIOIINX
CUTyalUsiX: CHWXeHHE 3()PEeKTUBHOCTH 3aMECTUTENBbHON Tepanuu ¢GakTopaMd NpU BBEIECHUU
a/JIeKBaTHBIX 103, TOSIBJICHHE WM YBEJIWYEHHE KOJMYECTBA KPOBOTEHYEHUH Ha MPOQUIAKTHUYECKOU
Tepanuu, OTCYTCTBHUE JOCTATOYHOIO TOBBIIIEHHS AKTUBHOCTH (hakTopa B KpPOBU IOCJIE BBEIACHUS
mpernapara.

- mepesl XUPYPru4ecKMMH BMEIIaTeIbCTBAMHM U IOCIE ONEpaluy MPU OTCYTCTBUHU aJIEKBATHOTO
MOBBIIIEHUS] aKTUBHOCTHU (DaKTOpa B KPOBU TOCJIE BBEACHUS Mpernapara.

- yepe3 4 HelleU Tocyie OKOHYAHUS TPOBECHHS] HHTEHCUBHOM Teparui.

VYpoBeHb yOSAUTETbHOCTH PEKOMEHAAIN A (YPOBEHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KoMMeHTapuu: noarBepkaeHHe HaIU4Yus UHTHOUTOpa M ONpeAesieHHEe €ro TUTPa BHINOJIHSETCS B
KOaryJoJoru4eckoi JadopaTtopun. Y MAIMEHTOB, MOJTYYAOIINX MPO(QUIAKTHKY dMULIU3yMaOOM™ *, myst
onpeneneHuss tutpa uHruomTopoB Kk FVIII cnemyer mcmosib30BaTh XPOMOTEHHBIH METON C OBIYBUMH
(hakTOpaMu KpOBH.

Knaccudukanuss ”HruOUTOpOB:

- TUTp uHruOUTOpa < 5 BE — HHrHONTOpP B HU3KOM TUTPE (HU3KOPEATUPYIOITHHA)

- TUTp UHruOUTOpa >= 5 BE — HHrHOUTOP B BEICOKOM TUTPE (BBICOKOpEATUPYIOITHA )

WHruOuTOphl B HU3KOM THUTPE MOTYT OBITH TPAH3UTOPHBIMU M HCUYe€3aTh B TCUCHHE O MECSIICB.
WHruOuTOpHl B BEICOKOM TUTpPE OOBIYHO HOCSIT TIOCTOSIHHBIA Xapaktep. [Ipu JuTenbHOM OTCYTCTBHU
3aMECTHTEIBHON Teparuy UX TUTP MOXKET CHHU3UTHCS, HO TIPU BO30OHOBIICHUN TEPAITH MOKET Pa3BUTHCS
aHAMHECTHYECKasl peakius yepe3 3-5 IHEi.

[Mpu ouenr Hu3KOM TuTpe (< 0,6 BE) MHrHOMTOpP MOXET HE BBISBIATHCA TPU HCCICIOBAHUU
MeTosIoM bere3na, HO MOXKeT 00yClIaBIMBaTh YKOPOUYCHUE MEPHOA MOJTYBBIBEICHUS W BOCCTAHOBIICHUS
(hakrtopa.

- [larimentaMm ¢ mo03peHreM Ha TeMO(UITUIO TTPU BBISBIEHHOM CHIKEHHH aKTHBHOCTHU (hakTopa X
PEKOMEH/IyeTCs OTpe/ieJIieHue akTHBHOCTH HHTHOUTOPOB K (aktopy IX B mnasme kposu [8].
VpoBeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- [lanpeHTaM ¢ reMopparu4eckKMM CHHIPOMOM IIPH HEBO3MOXHOCTU IPOBEJCHMS NOJHOLIEHHOIO
KOaryJoru4eckoro o0ciieloBaHus peKOMEHJOBAHO BBIMIOJIHEHUE TpoMOoa3aacTorpaduu Jis BhISBICHUS U
MOHHUTOPUHTA HApYIICHUI B CBEPTHIBAIOIIEH cucTemMe KpoBu [14].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: y 4YacTM MalMEHTOB C YCTAaHOBJEHHBIM JIHarHO30M MOTYT OBITh BBITNOJHEHBI
MHTETpaJIbHbIE TECThl OLEHKU I'eMOCTa3a, Hampumep TpomOosnactorpadus. Pe3ynbraTsl HHTErpalbHBIX
TECTOB MOTYT 0003HAUYNUTh HAIPABJICHHOCTh HAPYIIEHUI CBEpThIBAOLIEH cucTeMbl KpoBU. OHU HE MOTYT
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OBITH MCIIOJB30BAHbI JJIsl YCTAHOBJICHUS AMArHO3a W OIpENeNICHUs MPenapaToB Ui JCUSHHUs U peXuMa
X BBeAcHMA. MCIosb30BaHWE MHTETPAIBHBIX TECTOB BO3MOXKHO B HEKOTOPBIX CIy4asX B KadeCcTBE
CKPUHUHIOBBIX IIPU HEBO3MOKHOCTU IIPOBEICHMS KOAryJIOJOTHYECKOIO MCCIIECIOBAaHUSA, a TAKKe I
KOHTPOJISL IPOBOAVMON TE€paIuu.

2.4. UHcTpyMeHTAIbHBbIE THATHOCTHYECKHE MCCJIeI0OBAHUSA

WNHcTpymeHTalIbHBIE MCCIIEIOBAHUS MOTYT MI03BOJIMTH BU3YaJIU3UPOBAThH
KPOBOTEUEHUS/KPOBOM3IUSHIS PA3IMYHBIX JOKAJIU3AIMHA, a TAKKE BBIABUTH OCIOKHEHUS, Pa3BUBIIAECS
BCJIE/ICTBUE F€MOPPArH4E€CKUX MPOSBICHUM.

- Bcem manmenTam ¢ moJio3peHrneM reMo(QuiIMIo WK ¢ YCTAaHOBJIEHHOM reMo@uiueil npu Haau4uu
MOJIO3PEHUSI HAa  KPOBOTCUCHHS/KPOBOMBIIMSIHAS B OpraHax JKEJNyIOYHO-KHIIEYHOTO  TpakKTa
pPEeKOMEHIyeTcs 330(aroracTpoyoICHOCKONHS W/WIM TOHKOKHUIIEYHAS/TOJICTOKUIIIEYHAsT JHJIOCKOIIUS
BUJICOKAIICYIIbHAS JIJISl OTIPEICIICHIS BBIPAKEHHOCTH MTPOSBICHUH reMO(DUINK U YTOYHEHHUS JIOKAIU3aIu|
kpoBoteueHus [15, 16].

Yposens yoeaurenbuocT pekoMmenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Bcem manuenTam ¢ mojo3peHrneM reMoQuINIo WK ¢ YCTAaHOBJIEHHOM reMo@uiueil npu Haau4uu
MIOJIO3PEHUS HA KPOBOTEUEHUE/KPOBOUBIUSIHAE B CYCTaB PEKOMEHAYETCS yIbTPa3BYKOBOE MCCIIEI0OBAHUE
CycTaBa, WM peHTreHorpadus nopakeHHOro CycTaBa, WM MarHUTHO-PE30HAHCHAsi ToMorpadus cycTaBa
JUIS ONIpEeJIENIeHNs BbIPAXKEHHOCTH MPOSIBIICHUN TeMO(DUINKY U YTOYHEHHS JIOKaIU3aluu KpoBoTeueHus | 1,
3]

VpoBeHb yoeautensHOCTH pekoMeHaamii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- BceMm manmenTam ¢ mojo3peHreM reMo(UIIHI0 WK C YCTAaHOBJICHHOHN reMoQWIMeil mpu HATHIUN
MOJIO3PCHUST Ha KPOBOTEUYCHHS/KPOBOMBIUSHUS B OpraHax OPIOIIHOW TOJIOCTH W/WIHM 3a0pIOIIMHHOTO
MPOCTPAHCTBA  PEKOMEHAYETCS  YIbTPa3BYKOBOE HCCICJOBAHWE OPraHoB  OpPIOMIHOW  MOJOCTH
(KOMITIGKCHOE) W 3a0pIONIMHHOTO MPOCTPAHCTBA JJISi OINPENEIICHUS BBIPAKCHHOCTH MPOSBICHHUH
reMo(GHINK ¥ YTOUHEHHS JIOKaIu3auu KpoBoteueHus [1, 3].

VYpoBeHb yoeauTenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- Bcem manuenTam ¢ mojao3peHneM reMoGuINI0 WIK ¢ YCTAaHOBICHHON reMoguneit npu HaTu4uu
MOJO3PEHUSI Ha  KPOBOTEUECHUS/KPOBOMZIHMSHHMS B  MOYEBBIBOJSIIUX  MYTAX  PEKOMEHIYETCs
YIIbTPa3BYKOBOE HCCIIEIOBAaHHE MOYEBBIBOSIIMX MYyTEH Ui ONpeAeseHHs] BRIPAKECHHOCTH MPOSBICHUM
reMO(QWINU ¥ YTOYHEHHUS JIOKATU3aIuu KpoBoTeueHus [17].

VYpoBenb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- BceMm manmeHTam ¢ mojo3peHreM reMo(UIINI0 WIK C YCTAHOBICHHON reMoQWIneil mpu HaATHIuu
MOJIO3PCHUSI HAa KPOBOTCUCHHS/KPOBOMBIUSHHMSA B OpraHax TPYIHOW KIETKH PEKOMEHIYETCS
KOMIIbIOTEpPHAsi TOMOTpadusi OPraHOB I'PYIHOW KICTKH JUIsS OINPEIEIICHUS BBIPAXKEHHOCTH IPOSBICHUMN
reMopHIIHK ¥ YyTOYHEHUS JIOKaIu3aIiu KpoBoteuenus [ 18, 19].

VYpoBeHb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- BeceMm manmeHTam ¢ nojo3peHreM reMo(UIiINio WIK C YCTAaHOBICHHOHN reMouineil npu HaTu4uu
MOJIO3PEHUSI Ha KPOBOTEUEHHS/KPOBOM3IUSHHUS B TOJOBHOM MO3I€ DPEKOMEHAYETCs KOMIIbIOTepHast
ToMorpagusi MJIM MarHUTHO-PE30HAaHCHAas ToMorpadus TOJOBHOIO MO3ra Uil OIpelesIeHUs
BBIPKEHHOCTH MPOSBICHHUI TeMO(QHINH U YTOUHEHHS JIOKAT3aIuy KpoBoTeyenus [ 1, 3].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
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2.5. Iuble fMarHocTHYECKHe UCCJIeI0BAHMNA

- BeceMm manmenTam ¢ mojo3peHreM reMo(UIiINio WIK ¢ YCTAaHOBJICHHON reMouiIneil mpu HaTu4uu
MOJIO3PEHUSI HAa TeMOPpPAruyecKhe MpOSIBICHUS WIM MX IOCIEACTBUS PEKOMEHIYIOTCS KOHCYIbTalluU
NpO(UIBHBIX CHENHUAINCTOB, B 3aBHCHMOCTH OT JIOKAJM3aIlMd KPOBOTEUEHUS, ISl OMpPEICIICHHS
HapyIIEHUH B PA3IMYHBIX OpPraHax W CHCTEMax BCIIEACTBHUE COCTOSBLICTOCS (IIEPEHECEHHOTO paHee)
KpOoBOTe4eHUsI/KpoBom3nusiaus [1, 3]:

- Bpaya — TpaBMaToJIora-opToreaa

- Bpava-xupypra

- Bpava-ypoJiora

- Bpava-HeBpoJiora

- Bpa4a-0TOPUHOJIAPHHTOJIOTa

- Bpa4a-CcToMaroJiora

Yposens yoeautenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

3. Jleuenune, BKJIIOYasi MeAUKAMEHTO3HYI0 M HeMeIMKAMEHTO3HYK Tepamnuu,
AUeTOTepanu, 00e300JMBaHue, MeIUIUHCKAE MOKA3AHUA U NMPOTHBONMOKA3aHUA K
NpUMEHEHHUI0O MEeTO/10B JIe4YeHHUsI

3.1. O0mme NpUHIUNBI JeYeHUsI

- Bcem manuentam ¢ remoduime peKOMEHAYETCS MPOBEIEHNUE CICUPUIECKON 3aMECTUTETHLHOU
Tepanuu GakTopaMu CBEpThIBaHUS KpoBH [1, 3].

VYpoBeHb yoeauTenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

KomMMeHTapuu: npoBefeHune cnenupuueckoil 3aMecTUTENbHONW Tepanuu (pakTopamu CBEpPTHIBAHUS
KpOBH IMOKa3aHO TMaIlMeHTaM C 000U TsHKECThIO 3a00JieBanus. Beibop pexxrnma nedenus (1o TpeboBaHUIO
WU TPO(PHIIAKTUYECKH) 3aBUCUT OT KJIMHHYECKOTo (eHoTuna 3adosieBaHus. DakTOphl CBEPTHIBAHUS
KpOBU BBOJAATCA BHyTpuBeHHO. CoBpeMeHHass Tepanusi reModminu Oa3upyercs Ha TMPUHLUIE
"nomamHero sedeHus" (mpoduiakTudeckoM WM Ho TpeboBaHuio). OOA3aTeNbHBIMU YCIOBUSIMH IS
MpoBeJieHUsT '"JOMaIIHEero JiedeHHs" SBISIOTCS: HalWyhe Yy TNalUeHTa [pernapaToB (akTopos
CBEpThIBaHUS KpOBU (Tperapar HaxOJIUTCS TaM 3Ke, IJie MalUeHT), pelleHre O MPUMEHEHUHU IpernapaTa
MPUHUMAET MAlMeHT WIH ero POACTBEHHUKH B COOTBETCTBHMU C PEKOMEHJAIUMSIMHU Bpada-reMaTosiora,
MAUEeHT U/UIK ero pOACTBEHHUKH 00Yy4eHbI MpaBUiaM XpPaHEHUS U UCIIOJIb30BaHuUs IIPErapaToB.

Heob6xomumMo ucnonp30BaTh OYMIICHHBIC, BUPYCHHAKTHBUPOBAHHbBIE MpENapaThl, U3TOTOBICHHbIC
U3 JIOHOPCKOM IMa3Mbl 4enoBeka, u3 rpymmbl "®akropsl cBepThiBaHus kpoBu" (B02BD mo ATX
kinaccudukanuu) — miasmarudeckue (dakrop cBeprhiBaHus KpoBu VIII**, dakTop cBepThIBaHUS KPOBU
[X**, ¢aktop cBepteiBanus kpoBu VIII + daxtop Bumnebpanaa™*, aHTHHHIUONTOPHBIN KOAryasTHTHBIH
KOMIUTIEKC**), WM peKoMOWHAHTHbIE (OKTOKOT anbda**, MopokTokor aimbha**, HoHakor ambha™**,
snTakor anb(ha (aKTUBHPOBAHHBIN)**, cumokTokor anbda (dakrop cBepTtbiBanus kpoBu VIII
YeNOBEYECKUIl pPEKOMOMHAHTHBIN)™**, JTOHOKTOKOT anb(a, TYpOKTOKOT anbda), Wi pPeKOMOWHAHTHBIC
KOHIIEHTpaThl (akTopoB cBepThiBaHusA kKpoBH VIII/IX ¢ mponoHrupoBaHHBIM MEPUOIOM MOJIYBBIBEICHHS
(3dmopokTokor anbha**, pypHoKTOKOT anb(a maro, aadyrpeneHoHakor anbda) [1, 3].

VY paHee HeleYEHBIX MAIlMEHTOB II€J€COO0Pa3HO MPOBOJIUTH Tepamnuio (aKkTOpaMu CBEPTHIBAHMS
KPOBH, M3TOTOBJICHHBIMU M3 JIOHOPCKOM IJIa3Mbl MJIM PEKOMOMHAHTHBIMU KOHIIEHTpaTaMu (hakTopos
ceepthiBaHusl KpoBu VIII/IX Ge3 cmensl Tepamuu B TedyeHue 100 nHeil BBeneHMH (MpU yCIOBHH
OTCYTCTBHSI BBIpaOOTKHM MHruOUTOpa). B HacTrosiee BpeMsi HET OCHOBAaHUH Ul NPEANOYTEeHUs] TOM Win
MHOU Tpynnsl (aKTOPOB CBEPTHIBAHMS KPOBHU: IIA3MAaTHUECKUX (COAEPIKAIIMX MM HE COJAEpIKalluX
¢aktop BwmineOpanga) wim pexkomMOuHaHTHBIX. [lpu  ynoBieTBopuTenbHON 3¢ddexkTuBHOCTH U
MEPEHOCUMOCTH TOTy4yaeMoi nanueHToM cnenuduueckoit repanuu cmena MHH ¢akropoB cBepThIBaHMS
kposu VIII unu IX Ha mpoTspKeHUH KU3HU HellenecooOpasHa.
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[Ipenmoyrenne MOJDKHO OTAABATHCS TOMY Ipemapary, KOTOpBIA MpU paBHOW 3PPEKTHUBHOCTH
JyYIlle BCEro IEPEHOCHTCS TMalKMeHTOM, HMeEeT Jydline (papMaKOKMHETHYECKHUE WHINBUIyaTbHbIC
noKa3aTeny U HanboJiee yI00eH B UCIOIb30BAHUH, UCXOS U3 KOHKPETHBIX 00BhEKTUBHBIX yCIOBUHU. Jlis
UHIUBUAYyAJIbHOIO  moadopa  mpemapara  BO3MOKHO Yy 4YacTH  [ALMEHTOB  IPOBEACHUE
bapmakokuHeTHYECKOTO HcchaenoBanus [20, 21].

Cmena MHH y koHkpeTHOro mamueHTa Nnpu OTCYTCTBUM 3apETUCTPUPOBAHHBIX HEKEIATEJbHBIX
SBJICHUH Ha BBEJCHHUE MCIIOJIb3YEMOIO IIpernapara U YAOBIETBOPUTEIbHOM KIMHUYECKOM OTBETE Ha
Tepanuio Bo3MoxHa nocie 100 SKCro3UIMOHHBIX THEH BBEACHUS (PaKTOPOB CBEPTHIBAHUS KPOBH.

Vcnonp30oBaHne HEOUMICHHBIX MPENapaToB U MPO(UIAKTHKY I JICYEHUSI KPOBOTCUCHUN TPHU
reMoQMINM — KOMIOHEHTOB KPOBHU (CBEKE3aMOPOKEHHOM IUIa3Mbl WM (haKTOpa CBEPTHIBAHHS KPOBH
VIII** B nexapcTtBeHHOU (opme pacTBopa st MHGY3UH [3aMOpPOKEHHOTO]) — BO3MOXKHO TOJBKO B
cllydasix, KOTJa HeIOCTyHneH (akTop CBEpPThIBaHUS KpPOBU, M HE JOJDKHO SBJISTHCS IOCTOSIHHOMN
npaktukoi [20, 21].

3.2. JleueHue KPOBOTEYEHU I

Pacuer 10361 (pakTOPOB CBEPTHIBAHUS KPOBH U MPOIOJIKUTEIHLHOCTD JICUCHHUS IPOBOUTCS HCXOJIS
U3 IIEJIEBOr0 3HAYCHUS] aKTUBHOCTH JCPHUIIMTHOTO (akTopa M BUAA KPOBOTEUYCHHs (CM. MPHIIOKCHHE
A3.1).

Bo Bcex ciydasx He0OXOJUMO cpasy HCIIOJIB30BATh JOCTATOYHYIO J03y U COONIOIATh KPaTHOCTh
BBeZIeHUsI mpemnapara [3, 22]

Hcnonb30BaHne HEAZCKBATHO HHU3KOW O3Bl M HECOOJIONCHHE PEKMMa BBEICHUS TPUBOINUT K
CHIDKEHHIO 3()(EKTUBHOCTH, YXYIILICHUIO COCTOSHHS M YBEJIIMYCHHUIO pacxoja npemnapara. HeamexBatHo
BBICOKAsI 1032 MOXKET IPUBECTH K PA3BUTUIO TPOMOO30B M HEONIPABIaHHO MOBBIIIACT PACXOJ Ipernapara.

- Y Bcex HaiueHToB ¢ reModuiueii, y KOTOPhIX HET JaHHBIX 00 MHIMBUAYaJbHBIX OCOOEHHOCTAX
(hapMaKOKMHETUKH, PEKOMEHJIOBAHO HMCIOJb30BaHUE YCPEIHEHHBIX 103, MPUBEIECHHBIX HWKE [1, 3, 22-
24]:

- pacuer 1036l (akTtopa cBepThiBaHUs kpoBu VIII**/okTokor ampda**, mopokrtokor ambda**,
cuMOKTOKoOT anbda (akrop cBepThiBanus kpoBu VIII denoBedeckuii pekOMOMHAHTHBIN)**, TypOKTOKOT
anbda, JOHOKTOKOT ayibda, 3pMopokToKoT anmbda**, pypuokTokor anbga maros ajs MaueHToB crapie 1
roaa: no3a (ME) = macca tena x (TpedyeMasi akTUBHOCTb — 0a3ajibHasi akTUBHOCTH) X 0,5.

- pacuer 1036l (akropa cBepThiBaHus KpoBu VIII**/okTokor ampda**, mopokrtokor ambpa**,
cuMoKToKor anbda (Pakrop cBepThiBanus kpoBu VIII uenoBedeckuii pekOMOMHAHTHBIN)**, TypOKTOKOT
anbda, 3pmMopokTokor anmbda**, pypuokrokor anbda mIroa y aerei nepsoro roja xxu3Hu: no3a (ME) =
Macca Tena X (Tpedyemasi akTUBHOCTh — 0a3aibHasi aKTUBHOCTH).

- pacueT 103bl (hakTopa cBepThIBaHUS KpoBH [X**/HoHakor anbda**/anOyrperneHoHakor ambda:
no3a (ME) = macca Tena x (TpeOyeMas akTUBHOCTh — 0a3ajibHasi akTUBHOCTB).

- ipu BBeAeHUU 1 ME/kr macchl Tena nanuenta aktuBHOCTh FVIII noBeimaercs, B cpeaem Ha 2%
(y nmanuenTtoB ctapiie rojaa) (BoccranoBnenue aktuBHocTd FVIII — tect BoccranoBnenus = 2), FIX — B
cpensem Ha 1% (Tect BoccTaHoBieHUs = 1).

- Y neTeil mepBOro roja >KM3HHU CTENEHb MOBbIMeHUs akTUBHOCTH FVIII MoxkeT ObITh MEHbIIE —
1%.

VYpoBenb yoeautenbHOCTH pekomenaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: B mpemapaTtax co CTaHIapTHBIM MIEPHOJIOM TMOJIYBBIBEICHUS IEPUO/ TTOTYBBIBEICHUS
FVIII** cocraBnser okoyio 8-12 wacoB, mepuoj noisyBbiBeaeHus: FIX** cocraBnser okono 24 yacos.
Ilepuon momyewiBenenus FVIII** B mpemaparax ¢ HpOJOHTHPOBAHHBIM IE€PUOJOM HOJIYBBIBEICHHS
yBenudeH B 1, 3 u Gonee pa3 [25], neproa mosryBeIBeIeHUST alnOyTperneHoHakor anbda yBenudeH B 3,5-4
pa3za (mo 95,3 wacoB y B3pociblx U 10 86-89 wacoB y nereil paznuvHOrO Bo3pacta). [IpumeneHue
MpernapaToB C MPOJOHTUPOBAHHBIM MEPUOJIOM TOJIYBBIBEICHUSI B PEKUME MO TPEOOBAHUIO JTOMYCKAETCS
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TOJILKO ISl TAIIMEHTOB, IMOJIYYAIOIIUX PErYyISIPHYIO MPOPHUIAKTHUSCKYIO 3aMECTUTEIIbHYIO TEparuio
JaHHBIMH TIperaparaMu (B CiIy4ae BO3HHKHOBCHHS KPOBOTCUCHMS WJIM MPH MPOBEICHUM HWHBA3UBHBIX
BMeIIarenbeTs) [26].

B HekoTopbIX ciydasiX, Halmpumep, IpU HHIUBUAYAIBHBIX OCOOEHHOCTSIX (PapMaKOKMHETHKU B
orcyrctBue mHruouropa k FVIII mmm FIX), Bo3MOXHO mpuMeHeHne Oojiee BBICOKHX 703 (haKTOpPOB
cBeptreiBanus KpoBu (BO2BD nmo ATX xnaccudukanum) [uist KyIIupOBaHUS KPOBOTEY CHUIA.

VYuuteiBas BapuaOenbHOCTh (APMAKOKMHETHUECKUX IIOKa3aTeled Yy KaXIoro KOHKpPETHOIO
MalueHTa, 3aMEeCTUTENbHAs Tepanus TpeOyeT KIMHUYECKOro M, MpU HEOOXOIUMOCTH, JabOpaToOpHOIo
KOHTpoJs. KiMHHYecKui KOHTpOJIb JIOJDKEH IPOBOAUTHCS BpauoOM-TEMATOJIOrOM IIpU OOpalleHuu
ManueHTa, POAUTENSIMU U CAMHUM HAIlMeHTOM IOCTOSIHHO. B OCHOBE KIMHMYECKOrO KOHTPOJIS JIEKUT
OIICHKa TMHAMHUKU TeMOpPpPAaruuecKux MpOsIBICHUN U €€ COMOCTaBJICHHUE C MPOBOJIUMON 3aMECTUTENBHON
Tepanuei. JJabopaTopHbIil KOHTPOJIb MPOBOAMUTCS IUIAHOBO | pa3 B roj U Bkitouaet omnpeneneHue AUTB,
aKTUBHOCTH JEPUIIMTHOTO (pakTopa B KPOBU M HAIMYHME €ro MHruouTopa. BHennaHoBbIN 1a60paTOpHbIi
KOHTpPOJIb MPOBOAUTCS MpHU OOpallleHWH MalMeHTa MO MOBOJY CHUXEHHUS 3()(EKTHUBHOCTU MPOBOIUMOMN
Tepanuu U BKItouyaeT onpenenenue AUTB, aktuBHocTH nedunutHOro gaxropa B KpoBu 110 U depe3 30
MUHYT TIOCJie BBEJEHMSI pacueTHOM J03bl Mpemnapara (TeCT BOCCTAHOBIJICHHS), HaJIu4ue MHruouropa. B
psne ciaydaeB JOMNOJHHUTENBHO TMPOBOJIUTCS (PapMaKOKMHETUYECKOE HCCIIEOBAaHHE C OIpe/eiIeHHEM
aktuBHOCTH FVIII/FIX mo HeCKOIbKMM TOYKaM C IEBI0 OMpEeAeSICHUs BpPEMEHH TIOJTY)KH3HU TTpernapara.
Jl5is oLeHKU pe3ylbTaTUBHOCTU T'€MOCTAaTHUECKON Teparuy BO3MOXKHO y YacTH MAalMEHTOB MPOBEACHUE
HHTErpaJIbHOTO TecTa — TpoMbo3nactorpaduu [1, 3].

3.3. IlpopunakTnyeckoe JedeHue

[Ipodunaktuueckas Tepamus — HEOOXOIWMOE YCIOBHE COXpaHEHHS  (U3HUYECKOTO |
TICUXOJIOTMYECKOTO 3/I0POBbSI MAIIMEHTOB C TSHKETIOW U CPEIHETSIKEION TeMOPIITHEH.

[IpodunakTrka 3aKIH04aeTCs B CHCTEMAaTHYECKOM MPUMEHEHUH (aKTOPOB CBEPTHIBAHUS KPOBU WIIH
sMunM3yMaba** (mocmeaHud TOJBKO YISl TAIMEHTOB C TspKeNmo dopmoil remoduimu A) ¢ IeNIbIO
MpeOTBpAllleHUs] KPOBOTEUEHMM U pa3BUTUd remoduinyeckoil aprtponatuu. I[Ipodunakrtuyeckas
Tepanus, KOTopash Ha4YMHAETCA MpPU OTCYTCTBUU IMPU3HAKOB MOBPEXKJEHUS CYCTaBOB, J0 TPEXJIETHETO
BO3pacTa U, XOTs Obl, 10 BTOPOTO 3MHU30/1a TeMapTpO3a Ha3bIBACTCSI IEPBUYHOM.

[lepBuuHas mpoduiiakTuka siBisieTcss HanOosiee d3PPEKTUBHON i MPEAOTBPALICHUS TOPAKECHUS
OTIOPHO-ABUraTEJILHOTO ammapara. Penienue o Hadasrge NOCTOSSHHONW MpO(UIaKTUUECKON 3aMEeCTUTEIIbHOM
Tepanuu He0OX0IMMO MPUHUMATh C YU€TOM COCTOSIHHS BEHO3HOTO JocTymna. [Ipu Heo6X0o1MMOCTH MOXKET
pemiatbcs BOmpoc 00 YCTAaHOBKE IEHTPAJIbHOIO BEHO3HOTO KaTeTepa, KOTOPBIH MOXET OBITh
MMIUJIAHTUPOBAH U UCIIOJIB30BaH TOJILKO B CIy4ae BO3MOXKHOCTU 00ecreueHus aIcKBaTHOTO 00ecieueHus
HEO0OXOIMMBIMH PACXOJAHBIMHU MaTepHallaMu, YX0/a U HaOII0IeHUs TAI[UEHTa [0 MECTY KUTEIIbCTBA.

Bropuunas mnpodunakThka HayMHAeTcs MOcie JBYX WU 0Ooyiee TeMapTpo30B MPU HATUYUU
MUHUMAaJbHBIX MPU3HAKOB MOBPEXJIEHHUs CycTaBa. TpeTuuHas npouiIakTHKa Ha3zHAvyaeTcs B J000M
BO3pacTe MpHU HAJIMYUH MOBPEKACHUS CYCTaBa/CycTaBOB. MOXKeET ObITh MOCTOSHHOM MJIM KPaTKOCPOUYHOM
(mepuoInYecKoi).

[IpodunakTuyeckas Tepanmusi HE YCTpaHAET YK€ pa3BHUBILIEECS TIOBPEXAECHUE CycTaBa, HO
YMEHBIIIAET YacTOTY KPOBOTEUEHUH M MOXKET 3aMeJUIMTh MPOTrPEeCcCUpOBaHUE apTPONATUU U YIYUIIUTh
Ka4eCcTBO JKU3HHU.

[TokazaHusiMH Ul TIPOBEJAEHHUS IOCTOSIHHOM MNPOQUIAKTUUECKOW 3aMECTHTEIbHON Tepamnuu
¢daxTopamu cBepThiBaHus kpoBu (B02BD nmo ATX knaccupukanuu) SBISIOTCA: TsDKenas ¢opma
reMoQwIny, cperHeTsKenas GopMa reMoQUIUN IPU Pa3BUTUU XOTs ObI OJHOTO 3MHU30/a reMapTpo3a
WIH BBIPAKEHHBIX TeMOPpPAaruyeckux MpOsBICHUH Opyroil snokanusauuu. IlanueHTamM ¢ aKTUBHOCTBIO
¢axTopa >= 5% NOCTOSHHOE WIN JIUTEIbHOE NMPO(UITAKTUIECKOE JIEYeHHE HEOOXO0IMMO TIPU TTOBTOPHBIX
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KPOBOM3JIUSIHUSIX B CYCTaBbl, IOSBJIEHUM IIPU3HAKOB CHHOBUMTA WIM apTpPONAaTHUH, BBIPAKEHHBIX
reMOpparun4ecKux MposBICHUAX, TPEOYIOIIMX YaCTHIX BBECHUN ()aKTOPOB CBEPTHIBAHUS KPOBH.

Jnst oueHkd 3()(HEeKTUBHOCTH M PEUICHUS O HEOOXOJMMOCTH KOPPEKLUH peXuMa Mpo(UIaKTUKA
PEKOMEHIOBAaHO KOHTPOJMPOBATh KIMHUYECKH U JAa0OPAaTOPHO MPOBOJUMYIO TNPOPHIAKTUIESCKYIO
Tepanuio. [Ipu KIMHUYECKOM KOHTPOJIE, pEIIeHHE O HEJJOCTATOYHOU A((PEKTHBHOCTH MPO(QUITAKTUIECKOH
3aMECTUTEIbHON Tepaluu MPUHUMAETCS B clydasx: 0oJjiee 2-X 3IH30JI0B CIIOHTaHHBIX FEMapTpO30B B
roji, TMOSBJEHHUS NPU3HAKOB XPOHUYECKOI'O CHHOBUUTA WJIM IPOrPECCUPOBAHMM  apTPOIATHUH,
BO3HUKHOBEHHUSI JKHU3HEYIPOXKAIONIMX KpoBOTeYeHUH. JlabopaTopHBIi KOHTPOJb 3aKIIOYAaeTCs B
OTIpE/IeICHNN OCTATOYHON aKTUBHOCTH (pakTopa mepe] CIeayIonM BBECHHEM ([ODKHA OBITh HE HUXKE
1%), KOHTpOJEe HaMW4Yusi MHTHOWUTOpa, M, MO BO3MOXKHOCTH, B MPOBEACHUH (apMaKOKHHETHYECKOTO
HCCIIEIOBAHUSI.

Jlig 1abopaTopHOro MOHUTOPHMHIA TEPaluU CIEAYeT MCIOJb30BaTh aHAIN3, YTBEPXKIACHHBIN s
KOHKpETHOTO Ipernapara, NpuMeHsieMoro Juist jiedeHus. s nmima3Matudeckux (akTopoB CBEpPThIBAHUS
kpoBu VIII**/IX** pekoMOMHAaHTHBIX KOHLEHTPATOB (DAaKTOPOB CBEPTHIBAHUS KPOBU (OKTOKOT anbda™*,
MOPOKTOKOT anb(da*™*, HoHakor ambga**, snrakor anbda (aKTUBHPOBAHHBIN)**, cUMOKTOKOT anbga
(daktop cepThiBaHus KpoBU VII denoBeueckuii peKOMOMHATHBIN)**, JIOHOKTOKOT alb(a, TypOKTOKOT
anbda) 1 pakTopsl CBEpTHIBaHMS KPOBHU (PEKOMOMHAHTHBIX KOHLIEHTPATOB (PakTOpa CBEPTHIBAHUS KPOBU
C IPOJIOHTMPOBAHHBIM MEPHOJIOM IOJTYBBIBE/IEHUS) (3(PMOPOKTOKOT anb(ha**, pyproKTOKOT ajb(a M3roJ,
anOyTperneHoOHaKoT aib(a) PEKOMEHAYETCS WCIO0JIb30BaHWE OJHOCTAIMAHOTO WA XPOMOTEHHOTO
MeTona. [ manueHToB, MOdydaroluX SMULKM3yMad™*, mpu onpeaenenun aktuBHoctd FVIIL u tutpa
unruouropa FVIII pekomenayeTcst UCHoONb30BaTh XPOMOTEHHBIH METO/ ¢ ObIYbUMHU (PaKTOpaMu KPOBH.
Pesynbratel omHocTaauitHoro Mmerona onpeaeneanss AUTB y manueHToB, momydaronumx SMAIA3yMao**,
OyIyT UCKa)XEHBI U3-3a TOro, 4To B oTiimune oT FVIII smunmzymad™* ve TpeOyeT akTuBaniuu TpoMOMHOM
JUTsl CBsI3U ¢ cyOcTpartamu. Kak crienctBue, Bce TecThl, OcHOBaHHBIe Ha AUTB, BriItoyas oqHOCTaIuHBIN
anamu3 aktuBHoctd FVIII m ompenenenue turpa wuHrubutopa MerogoMm beresga Oyayr naBaTh
HCKa)KEHHBIE Pe3yNbTaThl. DTO HEOOXOIMMO YUUTHIBATh IPU HA3HAUEHUH U MHTEPIIPETAL[MH PE3yIbTaTOB
Ja00paTOPHBIX TECTOB Y MAIMEHTOB, MOJIYYAIOIINX SMHUITU3YMa0**, 1 TeX, KoMy mpenapar ObLT OTMEHEH
MeHee 6 MecsieB Tomy Hazan [43, 44].

[TpyuunHaMu HenocTaTOYHO SPQPEKTUBHON 3aMECTUTENBHON MNPOPUIAKTUUECKOW Tepanmuu MOTYT
OBbITh: pa3BUTHE MHTMOUTOpA K (PaKTOpPYy CBEPTHIBAHUS KPOBH, Ha3HAYEHUE HEIOCTATOYHOHN J03bl W/WIH
KpPaTHOCTH BBECHUS, HECOONIOEHHE pEKUMa BBEJCHHUS U JIO3MPOBOK MAIMEHTOM M POAMUTEISAMHU,
UHMBUyaJIbHble OCOOCHHOCTH NalMeHTa, TpeOyrolre MpUMEHEeHUs OoJiee BBICOKUX 103 WM OoJjee
4acTOro BBEJICHUSI IIpernapara.

Pemenne o MOBBIMIEHUWM 03Bl WIM KPAaTHOCTU BBEJICHMs Ipenapara Ipu NpoduiIakTHYecKon
TEpaIuy JA0JIKHO ObITh IPUHSTO, €CIIM UMEIOTCSI OObEKTUBHBIE KIMHUYECKUE WU JJa0OpaTOpHbIE JaHHbIE
0 ee¢ Hed(PPEKTUBHOCTH.

- BceMm manmenTam ¢ Tspkenoit popmoil reMopIIIMK W/WIH C TSDKENbIM KIMHUYECKUM (DEHOTHIIOM
3a00JIeBaHUsST PEKOMEHJIOBAHO IIPOBEICHUE NEPBUYHOM MPO(PUIAKTUKA C LENbI0 MPeAoTBpaIlCHUs
pa3BUTHA reMOBHINYECKON apTPONaTHH U MHBAIHMAU3AIIMH narmeHTos [4, 11].

VYpoBenb yoeautenbHocTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

- [TanimeHTaM C 4YacCTHIMU MOBTOPSIFOIIMMHUCS KPOBOUBIUSHUSMHU B CYCTaBbl (OCOOCHHO MallMEeHTaM,
UMEIOIIUM CYCTaBbI-MUIIIEHN) PEKOMEHIOBAaHO MPOBEICHNE BTOPUYHON WIIM TPETUYHON MPOdUITAKTUKU
[20, 27].

VYpoBeHb yOeAUTETbHOCTH PeKOMEHIalnit B (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

- PexomeH1yeMbIM pesxuMOM TIpopHIIakTHKY siBisietes [ 7, 20, 22, 24, 28-32]:

- maienTam ¢ ['A — undy3us Qaxropa cBepthiBanus kpou VIII** (mmazmaruueckoro Qakropa
cBepthiBaHus KpoBu VIII)/MopoxTokor anbda**, cumokTokor anbda (paktop cBepThiBaHus kpou VIII
YeJIOBeUECKU peKOMOMHAHTHBIN)**, TypokTOKOT anbda B 103e 25-40 ME/kr 1 pa3 B 2 aus wiu 3 pasza B
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Hezento; nHpy3us okTokora anbda** y nereit muamme 6 et B no3e 20-50 ME/kr 3-4 pasa B Heaeto0, st
nanueHToB 6 net u crapiie 25-40 ME/kr 1 pa3 B 2 mHs wnm 3 pa3a B HENEN0, HHPY3Us JTIOHOKTOKOTA
anbda y nereit muaame 12 et B go3e 30-50 ME/kr 2-3 pa3za B Hezento, Ui MalueHToB 12 neT u crapiie
20-50 ME/kr 2-3 pa3a B Hepnemnmto; nuHpy3us s3¢pMopokrokora anbha** B qoze 50 ME/kr ¢ 3-5 mHEBHBIM
MHTEPBAJIOM, 1032 U KPAaTHOCTh BBEICHUS MOXKET ObITh CKOPPEKTHPOBAaHA HA OCHOBE OTBETA IALMEHTA B
nuamna3zoHe ot 25 1o 65 ME/kr; undy3ust pypuokToKora anbga miaroi y aereil muamgme 12 net B 1o3e 55
ME/xr 2 pa3a B Henenro, utst manueHToB 12 net u crapme 40-50 ME/kr 2 pasa B Hefelio.

- maruerTam ¢ ['B — undy3us paxropa cBepreiBanus kposu [X** B noze 25-40 ME/kr 1 pa3 B 3 aus
wi 2 pa3a B Henento; nH}y3us HoHakor anbda** 40-50 ME/kr 1 pa3 B 3-4 nus (#HOHaKor anbda ams
nereit 1o 6 et — 2 undysuu B Henemo, 33-87 ME/kr [32]), undy3us andyrpenenonakor aibda B 103€
35-50 ME/kr oivH pa3 B HEJEIIO.

Yposens yoeautenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTapun: mpu J0ATOCPOYHON TMPOPUIAKTUKE alOYyTPETNEHOHAKOTOM aibha HEKOTOPHIM
B3pOCIIBIM NanuenTam (crapiie 18 ner) ¢ remopunmen B, y KOTOpbIX JOCTUTHYT KOHTPOJIb KPOBOTEUEHU
IIpY BBEJICHUU IpernapaTta OJWH pa3 B HEJENI0, MOKHO Ha3HayaTh Ipenapar B 1o3upoBke 10 75 ME/kr ¢
uHtepBasioMm B 10 wim 14 1Hed, BO3MOXXHO JalibHEHIIEe YBEIMUYEHUE WHTEPBAJIOB BBEICHUS
(mMakcumanbHO — 110 1 pa3a B 21 geHb). Y manMeHTOB JETCKOTO BO3pacTa pPEeKOMEHJOBAHHBIM PEKUM
03upoBaHus cocTaisieT ot 35 1o 50 ME/kr onuH pa3 B Heneio.

[Ipu npodunakTHueckoM JeueHUU HOHaKoroM anbda** y nereit mianame 12 ier, B 3aBUCUMOCTH OT
WH/IMBUIYAIBHBIX OCOOCHHOCTEH (DapMaKOKWHETHKH, BO3pacTa, THIA KPOBOTCUCHHH, (HU3NIECKOMH
aKTHBHOCTH, B HEKOTOPBIX CIy4asX MOTYT HCIOJIB30BATHCS 0OJiee BBHICOKHE 03Bl WIIM YKOPOUYCHHBIH
WHTEpBAN BBeJcHUs mpenapata [33]

[IpodunakTuyeckoe BBEACHUE JIO00TO Mpemnapara Jydile MPOBOIUTh YTPOM, YTOOBI MaKCHUMallbHas
aKTUBHOCTH (hakTopa B KpOBU OblIa B mepuoa HauOousbliedl akTUBHOCTU. [IpoTokon mpoBeneHUs
NpoQUIAKTUYECKOW Tepanuu JOJKEH ObITh HMHAWBUIYalIbHBIM, HACKOJBKO STO BO3MOXHO, B
3aBUCHUMOCTH OT BO3pacTa, BEHO3HOTO J0CTyma, (EHOTHUNAa KPOBOTEUEHUH, aKTUBHOCTU (HaKTopa,
KOMOPOHMJHOCTH, COIMAIBHOM aKTUBHOCTH TAIUEHTA U 0COOEHHOCTEHN (hapMaKOKHHETHYECKOH KpuBOii. B
HEKOTOphIX  ciyyasx (OpU  TMOBBIIIEHHOM  TpaBMaTU3Me, HWHAMBUAYAJbHBIX  OCOOEHHOCTSX
(hapMakOKMHETUKH B OTCyTCTBHE MHTHOMTOpa K FVIII) Bo3MOXHO mpuMeHeHue 0ojiee BBICOKHX J103
(daktopoB cBeptThiBanus kpoBu (B02BD no ATX knaccudukarnum) ajis npopuIaKTHIECKOTO JICUCHHS.

- Jlng mamueHToB € TsDKenod  dopMod remMopmiaMHM A PEKOMEHJIOBAHO — ITPOBENICHUE
MPOQUIAKTUYECKOTO JICUECHHUS SMUIII3yMa0oM**: Harpy3ouHas J103a 3 MI/KI Macchl Tejla — 4 BBEICHUSA C
WHTEPBAJIOM B 7 JHEH, C MOCIICIYIONIMM PEryIsIpHBIM BBEACHHEM Ipenapara B no3e 1,5 mr/kr 1 pas B
HEJIENI0 WM 3 MI/KT Macchl Tena 1 pas B 2 nenmenu [34].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH Al B (YypoBeHb T0CTOBEPHOCTH I0KA3aTEILCTB — 2)

KommenTtapuu: »smunuszymad** mpencrasisger coboit  OucnenudpuvHoe T'yMaHU3HUPOBAHHOE
MOHOKJIOHAJIbHOEE aHTHUTENO, CBs3bIBatolee aktuBupoBaHHb FIX ¢ FX u Bocmomnnsromee QyHKIuU
aktuBupoBanHoro FVIII. Ha peiictBue smunmsymaba** ne Bnuser koHunentpamus FVIII u Hamuume
uHrubuTOpa K HeMy. PemieHue Bompoca o mpuMEHEHUH SMUIM3yMada™* mpuHUMAaeTcs JieyalluM BpauoM
C Y4eTOM JOTOJHUTEIbHBIX (PAKTOPOB (BEHO3HOTO AOCTYMa, KIMHHUYECKOTO Te4YeHHs 3a00JieBaHUA,
HaJIW4YUs apTPONaTHH, KOMIUTAEHTHOCTH W KOMOPOMIHOCTH mMalueHTa). BO3MOXXHO TpHUMEHEHue Yy
MAlMEeHTOB J00OT0 Bo3pacTa. OMHUIM3YyMaO*™™* BBOJWTCS MOAKOXKHO, BHIOOp MecTa Ui HHBEKIUU
clieyeT OTpPaHHYUTh PEKOMEHIOBAHHBIMHM YYaCcTKaMU: OONACTh KUBOTA, BEPXHSS 4YacTh HapYKHOU
MOBEpXHOCTU Twieya U Oeapo. [Ipym BO3HHMKHOBEHMHM KPOBOTEUEHHS MpPU TMPOBEIECHUH MPOPHIAKTUKH
SMUIIU3YMAaOOM** He0OXOIUMO JOTMOJHUTENbHOE BBeneHHe (akTopa cBepThiBaHUS KpoBu VIII**
(MpeAnoyYTUTENHHO )/OKTOKOT alib(ha**/MopokTokor anbga**/cumMokTokor anbda (pakTop CBEpTHIBAHMS
kpoBu VIII uenoBeueckuit pekoMOMHAHTHBIN)**/TypOKTOKOT ajb(a B CTaHAAPTHBIX JO3UPOBKAX.
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3.4. Oco0eHHOCTH NPOBEJCHUS IeMOCTATHYECKOH Tepanmuud B 3aBHCMMOCTH OT
JIOKAJIM3alUH KPOBOTECYEeHUSA

- Jlig maumeHToB ¢ TeMo(uiINel ¢ reMapTpo3aMy U KPOBOUIIUSHUSAMH B MBIIIIBI PEKOMEHI0BAaHO
HE3aMeUINTEIbHOE Hayajao 3aMECTUTENIbHOI Tepaluu, MOciie BOSHUKHOBEHMS MEPBBIX CyOBEKTHUBHBIX
cUMIITOMOB (0011, YyBCTBa paclupaHus, TUcKoMdopTra, orpanuueHus pyHkuun) [ 3, 23].

Yposens yoeaurenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

KomMmeHTapuu: KpOBOMBIHUSHHUS B CYCTaBbl MPOSIBISIOTCS JUCKOM(OPTOM, OOJIBbIO, HapyHICHUEM
¢bynkuuu, Quokryanueii. ['emMarompl Tak e, KaK M T'eMapTpO3bl, CONPOBOXKIAIOTCA OOJIEBBHIM
CHHIIPOMOM, HapylieHneM (YHKIHUW OPraHOB W/WIM KOHEYHOCTH. KpoBowmsnusiHus Hambosee OrmacHbl B
y4acTKax, IJle OHU MOTYT HaHECTH yuiepO HEpPBHO-COCYAMCTON cUcCTeMe (ITOAB3AOIIHAS, UKPOHOXKHAS U
Jp. MBILIIIBI).

[Ipy pa3BuUTHH BBIPAXKEHHOTO OOJEBOrO CHHJPOMa BO3MOXKHO TPOBEIECHUE KPATKOBPEMEHHOM
MMMOOHWIIN3aIUH, KOTOPast IOJDKHA CHUMAThCS Cpa3y MOCIe MpeKpaiieHus 0oJeH.

[Ipu 607€BOM CHHAPOME MOKAa3aHO UCIIOJIb30BAHUE MECTHOM runoTepMun Ha 15-20 MUHYT KaXible
4-6 4acoB TOJILKO B TE€YEHHE MEPBBIX CYTOK.

Peabunuranmonnsie Mmeponpustus u JIOK nenecoobpazHo HauMHATh TOCIE MpPEKpaIeHHs
00JIeBOr0 CUHIPOMA, YUHUTHIBAS JIOKAJIBHBINA CTATYC MECTa MOBPEKICHUS.

Ecnu namueHT He mojdydaeT MOCTOSSHHOE NPOQMIAKTHYECKOE JIEYeHHE, IOocie KYMUPOBAHUS
KpOBOTEUEHHS MOKa3aHa KpaTKOBpEeMEHHas! MpoPHIakTuKa, 0COOEHHO Ha BpeMs peaOuInTaIIH.

[lyHkiuu cycraBa ¢ acnupanueil CcoJIepKMMOro TOKa3aHbl IpU: TeMapTpo3e C OO0JIEBBIM
CHUH/IPOMOM, NpU HAIWYUKU OOJBIIOro o0beMa KpPOBH B IMOJIOCTH CycTaBa, IpHU MpHU3HAKaX pPa3BUTHUS
THOMHOIO apTpUTa, pa3sBUTHU Ha (POHE reMapTpo3a HEPBHO-MBIIIEYHbBIX HAPYIICHUH.

- Jlns marmeHTOB ¢ TeMOMINEH ¢ YePEITHO-MO3TOBOM TPAaBMOM HIIM B JTFOOOM JPYrOM ciiydae MpH
nojo3pennn Ha kpoBomsiusiHue B [IHC pexoMeHmoBaHO He3aMEIIMTENbHOE Hayalo 3aMECTUTEIbHOU
TEpaIuu JI0 MPOoBeAeHus auarnoctuku [1, 3, 23].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: mro0asi 4epernHo-MO3roBasi TpaBMa y TAIMEHTOB ¢ reMo(UIIMeli MOXKET BECTH K
Pa3BUTHUIO BHYTPUUYEPEIMHOIO0 KPOBOM3IUSIHUA. TpaBMa CIHUHBI MOXET NMPUBECTH K KPOBOM3IUSHUIO B
CIIMHHOMO3roBo#M kaHajl. Kpome Toro, Bo3MoxHbI crioHTaHHble kKpoBousnusinus B I[HC. Ilpuznakamu
BHYTPHUYEPEITHOTO KPOBOMBJIMSIHUS SIBIIAIOTCS: COXPAHSIOIIASACS M HapacTaromias ToJIOBHAs O0Jib,
COHJIMBOCTh, HEMOTHBHPOBAHHOE OECIIOKOMCTBO WM 3aTOPMOXXEHHOCTh, IOBTOpHAs pBOTA WIH
CPBITMBAHHE, IpyTasi o4yaroBas Wik 00IIas HEBPOJOTUYECKAsk CAHMITOMATHKA.

VY nerelt mepBbIX MECALIEB KU3HU BO3MOXKHBI KPOBOU3IUSHUS ¢ MUHUMAJIBHBIMU CUMIITOMaMH WJIH
O6eccumnromubie. [laxke muHMManbHble KpoBouznusHUS B [IHC sBISIOTCS KH3HEYTPOKAIOMIUMU,
TpeOYIOT SKCTPEHHON TOCTIUTAIN3AIMH, HHTEHCUBHON 3aMeCTUTENbHOM Tepanuu U He3aMeIUTEIbHOIO
nposenenust KT wiun MPT ronosHoro mosra.

Pemrenne Bonpoca 0 XUPypruyeckoM JICUEHUU MALMEHTOB ¢ BHYTPUUYEPETTHBIMH KPOBOUBIUSAHUSIMU
MPUHUMAETCS KOJUIETHABHO C YYETOM COMYTCTBYIOIIUX 3a00I€BaHUN.

- Jlns mamueHTtoB ¢ remodunueit mocie kpoBousnusHus B [[HC pexomenmoBaHo mpoBeaeHUe
npoUIaKTUIECKON Tepanuu B TeueHue 3-6 mecsies [1, 3, 23].
VYpoBenb yoeautenbHoCTH pekomenaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Jlna nanueHToB ¢ TremMopmiIMed C KPOBOTEUEHMEM U3 JKEIYIO0YHO-KUIIEYHOTO TpaKTa
PEKOMEHJIOBAaHO  HE3aMEUIMTENIbHOE HayaJllo  3aMECTUTENIbHOM  Tepamuu, a Takke Tepanus
aHTU(HUOPUHOIMUECKUMH cpeAcTBa (MHrubuTopamu (pudpunommsa; BO2A mo ATX knaccudpukanuu) u
JICYEeHNE MECTHOTO IpOIIecca, MPUBEIIETO K Pa3BUTHIO KpoBoTeueHus [ 1, 3, 23].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)
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KommenTapuu: octpeie kpoBoreueHus u3 JKKT Moryr nposBisATbCs B BUJE KPOBABOM PBOTHI, PBOTHI
"ko(eiHOH TymIel" WIn ¢ MPOKUIKAMUA KPOBU, KPOBSIHUCTOTO CTyJa WJIM MEJEHBL. XapakTepHa pe3Kas
C1aboCTh, yUyallleHue myibca, majgeaue AJl, cyxocts BO pTy, OJICAHOCTH KOXKH.

KpoBoreuenus u3 XXKT paszBuarorcs, kak mpaBwuio, Ha ¢one comyrcrBytomiei marosorun JKKT:
S3B€HHAasi O0O0JIe3Hb, HpPO3UH, IOJUIbI, BOCHAIUTENIbHbIE 3a00J€BaHMs KULIEYHUKAa U JAp. Takue
KPOBOTEUEHUS SBJISIOTCS KU3HEYIPOKAIOIIMUMHU, TPEOYIOT 3KCTPEHHOM rOCIUTAIN3alUuU U HEMEJIEHHOTO
IIPOBEACHUS aJCKBATHON 3aMECTUTEIIBHON TEpPaAIvH.

HeoOxonmuma cpouyHasi IMAarHOCTUKA MCTOYHHMKA KPOBOTECUCHHMS, IS YEro MPOBOTUTCS KOMILIEKC
HEOOXOJUMBIX JMArHOCTHYECKUX MEPOIPHUATHA C HCIOJIH30BAHUEM JHJIOCKOIHMYECKUX, JIYYEBBIX,
YJIbTPa3BYKOBBIX U UHBIX METOJIOB.

Crnenyet peryiaspHO KOHTPOJIMPOBATh MOKa3aTeNIH OOIIEro aHaiu3a KpOBU U, IPU HEOOXOIMMOCTH,
IIPOBOJIUTH JICYEHUE aHEMU.

- Jlnst maryenToB ¢ reMoQMINeH ¢ MOYEYHBIM KPOBOTEYEHHEM PEKOMEHJOBAHO HEe3aMeUIUTEIBHOE
HAyaJlo 3aMEeCTUTEIIBHOM Teparnuu, CoOII0ICHIE IOCTEIBHOTO pekrMa B niepBbie 48 wacos [1-3, 23].

Yposens yoeautenbHoCcTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KOMMGHTapI/II/IZ MAaUCHTBhI, Y KOTOPBIX PA3BUJIOCH IMOYECYHOC KPOBOTCUCHUC, JOJIKHBI OLITH
MPOKOHCYJIBTUPOBAHBI BPAYOM-YPOJIOTOM U TIPOUTH YPOJIOTHYECKOE 00CIIETOBaHHE.

- Jlns manueHToB ¢ reMoQuiIMeld ¢ MOYEYHBIM KPOBOTEUEHHEM HE PEKOMEHJIOBAaHO MPHUMEHEHHE
aHTU(PUOPUHOIUTHYECKUX CcpeAcTB (MHruoutopoB ¢ubpunonusa; BO2A nmo ATX kmaccudukauun) [3,
11, 23].

VpoBeHb yoeautensHOCTH pekoMeHaauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Jlma OCTaHOBKHM KpOBOTEUEHHS Yy TMalMeHTOB C Tsokenod Qopmoit ['A, mosrydarommx
AMUIM3YMa0™ ™,  pEeKOMEHJOBAaHO TMPUMEHATH JOMOJHUTEIBHO (AKTOp CBEPTHIBAHHS  KPOBHU
VIII**/oktokor anbha**, mopokTokor ambha**, cumokTokor anmbda (pakrop cBepThiBanust kpoBu VIII
YEJIOBEUYECCKUN PEeKOMOMHAHTHBIN)**, TypOKTOKOT ajibpa B CTAaHAAPTHBIX JO3UPOBKAX B 3aBUCUMOCTH OT
JIOKamu3anuu KpoBoTeueHus. Jlimsi mamueHToB ¢ remModuiaued A, OCI0XHEHHOW WHIHOMUTOpaMU,
MOJIyYaIOUIUX 3MULKM3YMa0™*, mpenaparoM NepBON JHHUU Ui KYIMUPOBAHUS KPOBOTECUEHUS SIBISIETCS
anTakor anbda (aKTUBUPOBAHHBIN)™** B cTaHmapTHBIX go03ax. HawampHas m03a aHTUMHTHOHUTOPHOTO
KOaryJIsiHTHOTO KOoMIUIekca** He goympkHa npessimaTth 50 Ef/kr, u cyroyHas 103a He 0JKHA MPEBbIIAThH
100 Ex/kr [45].

VYpoBeHb yoeauTeabHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3.5. JleueHue MHrUOMTOPHOM reMopUINHA

[TosiBnienne wmuruomTopa FVIII/FIX cunrtaercs caMbIM TSDKEIIBIM OCJIOKHEHHEM, CBS3aHHBIM C
neueHueM reModuiauu. MHrubutopsl — amno-anturena (IgG), KoTopble HEHUTpPaNIMU3yrOT 3K30TE€HHBIE
FVIHI/FIX.

[losiBieHne MHrUOUTOpa B OCHOBHOM IIPOSIBISIETCS OTCYTCTBUEM KIMHMYECKOTO OTBETa Ha
CTaHJApTHYIO Tepanuio (akropamu cepThiBanus kpoBu (B02BD mo ATX knaccupukanuu) uiu
MOSIBJIEHUEM KPOBOTEUEHHH Ha MPpo(UIaKTUUECKOHN Tepanuu.

Haubonee yacto MHTHOUTOPHI MOSABISAIOTCS y MAIIMEHTOB C Tshkenoit popmoit remoduuu (mo 30%
NaIMeHToB ¢ Tshkenoi dopmoit 'A u 1o 3-5% maumentoB ¢ Tspkenoi ¢opmoii I'B). Haubonee yacto
uHruouTop passuBaercs B mepsble 20-50 (mo 100) B daxropa m mocie MHTEHCHUBHOM Tepamnuu Npu
XUPYpPrU4e€CKOM BMEIIATENILCTBE.

[TockonbKy TpH TOSBIEHUM WHTUOMTOPOB CTaHIApTHAs 3aMECTUTENIbHAs Tepanus (akTopamu
cBepThiBaHuss KpoBu VIII**/okTokorom anbda**, mopokTokorom anbpa**, cuMOKTOKOroM anb(da
(paxkrop cBepreiBanus KkpoBu VIII yenoBeueckwii peKOMOMHAHTHBIN)**, TypoKTOKOroM aibda,
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JIOHOKTOKOTOM anb(a, pypHOKTOKOTOM anb(a MAros Wik KOHIIEHTPATOM (PaKTOpa CBEPTHIBAHHS KPOBU
[X**/HoHakoroMm anbda**, anOyrperneHOHAKOTOM aib(ha CTAHOBUTCS HEIPPEKTHUBHOU, PUCK TAKEIBIX
OCJIOKHEHUH M Ja’Ke CMEPTU OT KPOBOTEUCHHS y ITUX OOJIbHBIX BBIIIIE.

[Ipu ymepeHHON WM JIETKOH TEeMO(QHIUM HMHTHOMUTOP MOKET HEUTPaIM30BaTh 3HIOTCHHBIN
FVII/FIX, nmpeoOpasys, TeM caMbIM, KITUHHYECKH (heHOTHT 3200JIeBaHMS B TSHKEIYIO (hopmy.

Ocob6ennoctu Teuenus uaruoutopHoit I'B. Jlo 50% mnammentos ¢ nuarubutopuoit ['B Moryr nmers
TSDKEIbIC AIJICPIrHYECKIe PEaKIuY, B TOM Yuciie aHaduiakcuio, mpu npumeHennu FIX**. Takue peakiun
9acTo OBIBAIOT MEPBHIM CUMIITOMOM Pa3BUTHUSI HHTHOUTOPA.

- Y nanMeHToB ¢ reMo(uiMeidl ¢ HHU3KMM THTPOM HHTHOMTOpa PEKOMEHIOBAHO KYIHPOBATH
KpoBoTeueHue BBeneHueM (aktopoB cBepThiBaHus kpoBu (BO2BD nmo ATX knaccudukanuu) B 103ax,
MPEBOCXOSAIIMX CTAHAAPTHBIC B 3 pa3a, WM BBEJCHUEM IPENapaToB HIYHTUPYIOLIEro AeicTBus [35].

VYposenb yoenutenbHOCTH pexomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — O.

KommenTtapun: BbIOOp mpemapara JUisi JICYSHHs JOJDKEH OCHOBBIBAThCS HA TUTPE WHTUOHMTOPA,
KJIMHAYECKOM OTBETE Ha TEPAIHIO U XapaKTepe KPOBOTEUCHHUSI.

- PexoMeHTOBaHO MTPOBOMTH JICYCHUE KPOBOTECUCHH Y MAIMEHTOB ¢ BRICOKMM THTPOM WHTHOUTOpA
TOJIBKO TIpernaparamMu IyHTHpytoriero aeiicreus [3, 9, 20, 36, 37].

VYpoBeHb yOeIUTEILHOCTH PEeKOMEH/IaIuil B (YpOBEeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KommenTapun: B Hacrosimee BpemMs K IpenaparaM IIYHTUPYIOIIETO JCHCTBUS OTHOCATCS 2
npernapaTa: aHTUMHTHOUTOPHBIM KOAryassHTHBIM KOMIUIEKC** M snrakor aibga (aKTHUBUPOBAHHBIMN)™**.
JlocToBepHO# pazHUIBI YPPEKTUBHOCTH, OE30TTACHOCTH U CTOMMOCTH JICUCHHsI STUMU TpenapaTtamu He
nosydyeHo. OJHaKo UMEIOTCS AaHHbIE 00 MHAMBUAYAIbHBIX OCOOCHHOCTSX OTBETA MAIMEHTa Ha KayKbIi
U3 MpenapaToB, YTO HEOOXOUMO YUYUTHIBATh MPH BHIOOPE JIEYEHHSI B KaXKJIOM KOHKPETHOM CITydae.

J103bI IIpenapaToB ¢ MIYHTUPYIOIIUM JIEHCTBUEM JIJISl KYITMPOBAHUS KPOBOTEUECHHUS:

- #aHTUMHTUOUTOPHBIN KOAryJIsSTHTHBIN KOMIUIEKC™* HasHadaercs B Ao3e 30-100 En/kr xaxapie 12-
24 yaca. MakcumanbsHas cytounas no3a 200 En/kr (s manueHToB, MOJIydaromuX SMAIU3yMad™* — He
6osee 100 EJI/kr/cyT);

- #ynTakor anbda (aKTHBUPOBaHHBIN)** HazHauaeTcss B o3¢ 90-120 MKI/Kr Kaxaeie 2-4 daca 110
OCTaHOBKH KpOBOTeUeHHS. BO3MOXKHO OHOKpaTHOE snTakora anbda (aKTUBHPOBAHHOIO)** BBeleHUE B
CYTKH B J103¢ 270 MKI/KT.

- PexoMeHmOBaHO mpu TreMO(HUINU, OCIOXHEHHOH WHTHOUTOPOM, NPOBENCHUE IIUTEIBbHOM
podUIAKTUYECKON Tepaliui aHTUMHTHOMTOPHBIM KOAryJSHTHBIM KOMILTIEKCOM™* B pexxume 85 +/- 15
(60-100) Ex/kr xaxmeie 12 9acoB mpd MPOBEACHHH HHIYKIIMH HMMYHOJOTHYECKOW TOJCPAHTHOCTH
(UUT), no cHmwkenus: tutpa uaruoutopa meHee 2 BE; Bue MUT — mpoBenenue npoduaakTHuecKon
Tepanuu #aHTHUHTUOUTOPHBIM KOAryIsHTHBIM KoMIuiekcoM™** B mo3ze 50-100 Ex/kr 2-3 pasza B Hemento
win yepes aens [38-40].

VYpoBenb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexkoMmenmoBaHo manueHTaM C reMoQuiHMed, OCJI0XHEHHOW WHTHOUTOPOM, IPOBOIMTH
KpaTKOCpOYHYI0 (B Te4eHHe 3-X MecsieB) MNpo(UIAKTHYECKYI0 TEepamuio JOTakor — anbda
(aktuBUpOBaHHBIM)** B peskrme 90 mkr/kr 1 pa3 B nensb [9, 20].

VYpoBeHb yOeAUTETbHOCTH PEeKOMEH/ Al B (YpoBeHb T0OCTOBEPHOCTH IOKA3aTEIBCTB — 2)

- PexomeHIOBaHO malMeHTaM C UHruOMTOpHOH (Qopmoil remopuauu A  MPOBOAUTH
npo(UIIaKTHYECKOE JIeYeHNEe IpenapaToM SMUIM3yMa0** B 103ax 3 MI/KI OJJMH pa3 B HEJEII0 B TEUEHUE
nepBbIX 4-X Heenb, 3aTeM 1,5 MI/kr oauH pa3 B Hezemo win 3.0 mr/kr 1 pa3 B 2 Henenu, unu 6.0 mr/kr 1
pa3 B 4YeThIpe HeAeTH. DMUIU3yMad™™* BBOJUTCS MOJKOKHO, BBIOOpP MecTa Uil WHBEKIHMH CIEIyeT
OTPaHUYUTh PEKOMEHIOBAHHBIMHU YYacCTKaMH: 00JacTh )KMBOTA, BEPXHsISl YacTh HApYXKHOW MOBEPXHOCTHU
wieya u 6eapo [5, 34].
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YposeHs yoeaurenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)
Kommenrapuu: Ha gedicTBue sMmunmsymaba*™* ne Bmumser konunentpauus FVIII u wamuume
MHTHOUTOPA K HEMY.

- [lepBoii TMHUEH Tepanuy y NAIMEHTOB ¢ MHTHOUTOPHOU (hopMoii 'A pekoMEeHI0BaHO MTPOBEACHUE
WHAYKIIMA UMMYyHoJIorndeckoil tonepantHoctd (MUT) ¢ menpro snmumuHanmu uaruoutopa [9, 10, 41,
42].

Yposens yoeaurenbHocTH pekoMenaaiinii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTe/IbCTB — 4)

Kommenrapun: ontumanbHele cpoku Havaga MUT — cpasy mocne BbISIBICHHS WHTHOHTOpA.
D¢ dextuBHocts MUT 3HAUMTENBHO TOBBIIIAETCS, €CIM B Hayaje Tepalmud TUTP WHTUOWTOpa HE
npessimaeT 10 BE. Tem He MeHee, BBICOKMI TUTp HHTHOUTOpPA HE sIBisieTcs npoTruBomnokazanuem k UNUT.
NUT moxeT mpoBOAUTHCS C UCIOJb3oBaHueM jroooro npenapara FVIII (pakrop cBepThiBaHUsS KpOBHU
VIII**, ¢axrop cBepteiBanus kpou VIII + ¢axtop Bumnedpanma**, okrtokor anbda**, MopokTokor
anbpa**, cumokTtokor ambda (akTop cBepThiBaHus KpoBU VII denoBeueckuii peKOMOWHAHTHBIN)**,
JIOHOKTOKOT anb(da, TYpOKTOKOTr aibda, 3(pMOpoKTOKOr anbda*™*, pypuokTokor anbda m3romn).
[IpennoururensHo npoBoauts UUT daxtopom cBeptbiBanus kposu VIII**. Ilpu nposenenun UUT
HEJOMYyCTUMO MEHATh (akTop cBepThiBaHUS KpoBH VIII** mockonabky 3TO 3HAYUTENBHO YXY/IIAeT
nporHo3 Tepanuu. Ilepen mnpoBenennem WUT HeoOxomumo yOenuTbes B HAIUYUU JOCTATOYHOIO
KOJIMYECTBa Ipernapara.

OntumaneHOoro pexnma nposeneHus HWMUT wer. [Insg manMeHTOB € BBICOKOPEArupyOINM
MHTUOUTOPOM, HE3aBUCHMO OT TUTpa MHruOuTOpa Ha MoMmeHT Hauana MUT, pekomennoBaHa HayaibHast
cxema 100-150 ME/kr mpenapata FVIII kaxneie 12 vacoB. [l malnMeHTOB C HU3KOpEArupyrouuMm
UHruOuTOpoM pekomeHaoBaHo HaumHaTh MUT mo cxeme 50-100 ME/kr mpemapaTta €XeIHEBHO WIIH
KaXXIbIil BTOPOU JI€Hb.

CHmxeHue 1036l U KPaTHOCTH BBEJEHUS INpenapara HauyMHACTCA I0CIE NOCTHKEHUS CIEAYIONINX
nokasareseil: Tutp uaruouropa — mexee 0,6 BE, Hopmanuzamus tecta BoccraHoBieHus (6onee 66%) u
HOpMaJlM3alusl Nepuoja moiyBbiBeleHUs (Oosiee 7 uacoB). CHKEHME 03Bl Ipenaparta MPOBOAUTCS
MIOCTENEHHO 0 CXEME C MOCTOSIHHBIM J1a0opaTOpHbIM KOoHTpoJieM. [locie moctuxkenus no3sl B 30-50
ME/kr 1 pa3 B 2 naHS HEOOXOOUMO WPOJOKUTH TEPANHUI0 B PEKUME BTOPUYHOUN/TPETHUHON
Npo(UIAKTUKA B JAHHOM J03€ JUIMTEJIBHO. AJIBTEpHATHUBHBIM BapHAHTOM MpPO(UIAKTUKU IOCIIe
JOCTH)KEHUS TOJIEPAHTHOCTH SIBJISIETCS MPUMEHEHUe dMHUIM3yMaba*® B cTraHAapTHBIX pexuMax. OTMeHa
IPO(UIAKTUYECKOTO JEUYSHHUs MOKET IPUBECTU K peLMIUBY HHIMOUTOpa. MakcumalbHas AJIUTEIbHOCTD
HNUT 3 rona. Kpurepun s¢pdpexruBaoct UUT npencrapiens! B Tadnuie 3.

Tabmuua 3. Kpurepun spdpextuBaoctn UUT

D¢ hexTuBHOCTD Kputepuu

[TosHb1l yenex Tutp unruburtopa < 0,6 BE (He MeHee yem npu JBYX MOCTIEI0BATEIbHBIX
OTIPEICTICHUSX )

Hopmanuzanus mnokaszarenss BoccTaHoBieHust (66% wu 0Oonee) Ha
HOPOTSDKEHUH 0oJiee YeM JBYX MECSIIEB

Hopmanuzanus neproaa nonyseiBeieHus (6osee 7 4acoB)

YacTuuHbIi ycrex [TpucyrcTBUE MBYX U3 TPEX KPUTEPHUEB

YacTUYHBIN OTBET [IpucyrcTBUE OJJHOTO U3 TPEX KPUTEPUECB

OTcyrcTBHE OTBETA He BbINOSTHSCTCS HU OJIMH U3 KPUTEPHEB Ha MPOTSHKCHUU 12 MecsIeB u
Ooitee

Br16op nmpenapara misa nposeaenust MU T noskeH ObITh HHAMBUYATbHBIM.
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I[Ipu mnposenennu WHNT HeoOxogumo u3berath rOOBIX BO3ACHCTBHI M IMpemaparos,
CTUMYJUPYIOIIMX HMMYHHBIE pEakIMM, B TOM 4YHWCJIE€ BaKLUWHALMKA, IPUMEHEHUS IIpErapaToB
uHTephEepOoHa U APYTUX BUJIOB HIMMYHOTEPAIIHH.

- [Tartmentam ¢ uarHONTOpPHON (opmoit I'A Bo Bpemst MUT aist KynmupoBaHHsI TeMOpparudeckoro
cunapoma Bo Bpemss HMHUT pekoMEeHI0BaHO NPUMEHEHWE IIPENaparoB IIYHTUPYIOLIErO JIEHCTBU:
AHTUUHTHOMTOPHOTO KOAryIsTHTHOTO KOMIUIeKca™* wium anrakora anbga (akTHBUpoBaHHOTO0)** [3, 9].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

- [lanmenTam ¢ uarnoutopHoit popmoii I'A Bo Bpemss MUT miist npomimakTuKu reMopparudeckoro
cungpoma Bo Bpemsi U T pekoMeH10BaHO MPUMEHEHHE SMUIIM3yMaba** B cTaHIapTHBIX pexumax [43]

Yposens yoeaurenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KomMMeHTapuu: B cityyae Mcnosab30BaHus aMunuzymatda** npu nposenenun UUT 103l u pexxumsl
BBEJICHUS KOHIIEHTPATOB #(pakTopa cBepThiBanus kpoBu VIII** nomkuabl Ob1Th n3Menensl: 50-100 ME/kr
C BBEJIEHUEM 3 pa3a B HEJEINI0, UM Yepe3 JIeHb, WM €KEHEBHO B 3aBUCMMOCTH OT TUTPA MHIHOUTOpA
[44]. B cepusx kimHHYeCKUX HaOMOAeHUI nanueHToB, nonydaronmx UUT Ha doHe npomoikaromieics
MPOGUIAKTUKH AMULIM3YMAOOM™** TMOBBIIIEHUsI pUCKA MOOOYHBIX W/WJIM TPOMOOTHUECKHUX SIBICHUU HE
3aperucTpUpPOBAHO.

- PexomennoBaHo mnanueHTam ¢ uHruOutopHoi dopmoit I'A mpekpatute MUT u nepesectu
ManueHTa Ha Teparnuio MpenaparaMy IYHTUPYIOLIEro TEHCTBUS UM SMUIM3yMaOoOM™**, ipu OTCYTCTBUU
TEHJICHIIMH K CHIDKCHHIO HHIMOMTOpA B TeUeHUE 12 MecsIeB OT Havalia BRICOKOI03HO# Tepanuu [45].

Yposens yoeaurenbaocT pekoMmenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmenTapuu: Bo3MoxkHO moBTOpHOE TpoBenenue MUT ¢ ucnonp3oBaHueM Apyroro mnpemnapara
WM U3MEHEHHEM pPeKUMa Teparivu.

OmnwiT poeaennst UUT y manuentoB ¢ naruouropuoit I'B orpannyueH. 9T1o o0OycliOBIEHO OYECHB
HU3KOH A((HEKTHBHOCTBIO U AJUIEPTUICCKUMU PEAKITUSIMHU.

3.6. JleueHue opTroneauYecKnX OCJA0KHEHUH reMopuinu

Jleyenre mnamueHTOB ¢ reModuivei ¢ XpOHHYECKOH nehopMHpYIOIIEeH apTpornaTtueld I0JDKHO
IIPOBOJIUTHCSI COBMECTHO C BpayaMd — TPAaBMATOJOraMHU-OPTONENAMH, HMEIOIUMH OIBIT JICYEHUS
6onbHBIX Temodumeii [1, 3, 22, 23].

XpoHuueckas aeopMmupyromas apTponaTusi BO3HUKAET BCIEJICTBHE MPOIPECCUPYIOLIET0 TeUSHMUsI
XPOHUYECKOIO CHHOBMMTAa M  PELUIUBUPYIOLIUMX KPOBOM3JIMSAHMM B  cycraBbl. IlposBisercs
OCTEOINIOPO30M, HAPYIIEHHUEM CTPYKTYpbl, HMCTOHUYEHHEM U IOTEpe CYCTaBHOIO Xpslla, OO0JIEBBIM
CHHJIPOMOM, KOHTPAaKTypaMH, MbILLICUHOU aTpodueit, nedopmanueii cycrasa.

OcHOBOI MPO(UIAKTUKN PA3BUTHUS XPOHUYECKON apTpONaTHUM SBJISETCS aJleKBaTHasl IMOCTOSHHAs
npouiIakTuyeckas 3aMecTuTeNnbHas Tepanus. CBOEBPEMEHHOE JIEYeHHe CUHOBHUTA TaK)Ke HE00X0AUMO
IUI TPEeJOTBpAILEHUS] DPAa3BUTUS apTponaTvM. J[MarHOCTMKa apTpONAaTUU OCHOBAHA HA BBISBICHUU
KJIMHUYECKHX IPU3HAKOB U Ha pe3yibTaTaxX MPOBEACHHBIX HHCTPYMEHTaIbHbIX uccienoBanuit: Y3U, KT,
MPT.

Ilenpro seueHuss yXKe pa3BUBLICHCS XPOHUYECKOW apTpONAaTHM  SABISAETCSA  YIYy4YIIEHUE
(GYHKIMOHUPOBAHUS CycTaBa U yMEHbIIeHHe 00JieBoro cuHapoma. st 60pbObI ¢ 00JIEBBIM CHHIPOMOM Y
NAIMEeHTOB cTapie 18 JeT onTHMaiabHO HCMOJb30BaTh OKcuKambl (MHruourtopsl L{OI-2, MO1AC no
ATX xnaccudpukanuu) (otnenbHele mnpenaparsl u3  rpynmsl  HIIBII (MO1A  nectepouanbie
MPOTHUBOBOCHAJIUTENbHBIE U MPOTUBOPEBMATUYECKHE MTPENapaThl), @ UMEHHO KETOpOJak™*, Humecynum,
ubynpoden™*, npenapats! u3 rpynns! "kokcuosl" (MO1AH no ATX kiaccuduxanun). Y gereit ¢ maccoit
Tena Gojiee 5 KI BO3MOXKHO NpHUMEHEHHe Npernapara ulOynpoden**, y nereit B Bo3pacte crapuie 2 JeT
BO3MOXXHO IIPUMEHEHHE IIpernapaTa HUMECYNMJ, Yy JETed B Bo3pacTe cTapumie 16 JeT BO3MOXHO
NpUMEHEeHHe mpenapara keroponak™*, [46]. [lns BoccTaHoBIIeHNsT (DYHKIIMH CyCTaBa M COCTOSIHUS MBIILI]
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npoBoAT Kypesl JIOK u ¢usnorepanuu. B psine cinydaeB 3¢hekTuBHO MCTONb30BaHNE TpeHakepoB. Ha
Ha4yaJlbHBIX JTalax BOCCTAHOBUTEJILHOTO JIEYEHMS II0KAa3aHO IIPOBEJICHUE KYypCOB TIHaTypOHOBOU
KHCJIOTHI B KOMOMHANuu ¢ npenaparamu u3 rpynnsl SOIKAS] ruanoypaHoBas KUCIOTa B KOMOMHAIIUH C
apyrumu cpencteamu o ATX knaccudukanuu. Ilpu Hengoctatounoi 3 GEeKTHBHOCTH KOHCEPBATHBHOM
TEpanuy, IMOKa3aHO XHUPYPTrUYecKoe JieueHue. XUPYPruuecKoe JIeUueHHe MAalMeHTOB C remModuineit
JOJKHO MTPOBOIUTHCS BpauaMH, UMEIOIIMMHU OTIBIT JICYEHUS MTAMEHTOB C TeMOpHIINEH.

- Ilammentam c¢ remodunmeld C XpPOHUYECKHMM CHHOBHUTOM PEKOMEHJOBAHO IPOBEICHHE
npo(MITaKTUIECKOH 3amMecTUTeNbHONH Tepanuu (¢akTtopoMm cBeptbiBanus kKpoBu (B02BD mo ATX
KJIaccu(UKAIMK) B PEKUME, KOTOPBIH TMO3BOJIUT MPEAOTBPATHTH PAa3BUTHE CIOHTAHHBIX T'€MapTPO30B.
Taxke BaXKHBIM MOMEHTOM SIBJISIETCS BBITIOJTHEHUE eXeIHEeBHBIX ynpaxkHeHuit (JIOK), HanpaBieHHbIX Ha
YKpETUICHHE MBIIII] U TIOJJIep KaHue OABMKHOCTH cycTasa [1, 3, 22, 23, 46].

Yposens yoeautenbHoCcTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: XpoOHMYECKMI CHUHOBHMT pa3BUBAETCS IOCJIE€ MOBTOPHBIX remapTpo3oB. Kak
MIpaBUJIO, SIBJSIETCSl CIEACTBUEM OTCYTCTBUS WIM HEIOCTATOYHOM 3(PQPEKTUBHOCTH 3aMECTUTEIbHON
tepanuu. IIposiBIEHUS — JUIMTENBHO COXPAHSAIOLIEECs IMOBBIINICHWE TEMIIEpaTypbl HaJ MOPaKEHHBIM
CyCTaBOM, yBelIHUeHHE 00beMa MSTKUX TKaHeW 00JacTH cycTaBa, PElUAMBHPYIOIINE KPOBOU3IUSHUSA,
OTpaHHYEHUE MOABUKHOCTH.

JlnarHocTuka BKJIIOYAeT BBIABIEHHWE KIMHUYECKUX npusHakoB, Y3W cycraBoB w/mmm MPT.
Tepamnus mpoBOAUTCS COBMECTHO C BpauaMH — TPaBMaTOJIOTaMU-OPTOIIEaMH, UMEIOUTUMHU OIBIT JICUCHHUS
0osbHBIX TeModuauei. [Ipyu coxpaHeHNN MPU3HAKOB BOCTIAJIICHHMS, TTAIIMEHTaM cTapiie 18 jeT, mokazana
Tepanus okcukamamu (nHrudutopamu L{OI-2) (otnensubiMu npenapatamu u3 rpynnsl HIIBII, a umenHo
KeToposiak**, HuMecynun, uOynpoden™*, mpemapatet w3 rpynnbel "kokcuObl" (MOIAH mo ATX
knaccudukanuu Y aeTeit ¢ Maccoi Tena 0osiee S KT BO3MOXKHO TIPUMEHEHHE Tpenapara uoynpoden™**, y
JIeTed B BO3pacTe crapiie 2 JIET BO3MOXKHO NMPHUMEHEHHE Mpenapara HUMECYIuI, y AETEH B BO3pacTe
crapie 16 eT BO3MOKHO IPUMEHEHHE Tpernapara ketopoiak**. [46].

[Ipu HemocratouHOM 3(PPEKTUBHOCTH 3aMECTHUTEIILHOW TEpamMu BO3MOXKHO IPOBEACHHE Kypca
MYHKIMI CycTaBa C BBEICHHEM CTEPOUIHBIX MPOTUBOBOCHAIUTENBHBIX MpPENapaToB (Ha MEepBOM 3Tare),
Janiee, BapuaHTaMH BbIOOpA SIBJSIOTCS XMMHYECKas WJIM 3HJIOCKOMHMYECKas CHHOBIKTOMHS, a MpHU UX
HeZ0CTaTOYHOU 3(h(PEeKTUBHOCTH — XUPYprudecKkas KOppeKIusl.

- [anmentam ¢ remoduinel U MCEBIOOIMYXOJIIMA PEKOMEHI0BAHO Ha MEPBOM JTare MpOBEACHUE
WHTEHCHUBHOM 3aMECTUTEILHON Tepanuu B TeueHue 6-8 neaens ¢ nocneayronum MPT kontponem. Eciun
oOpa3oBaHHEe HE HMMEET TEHJEHIMH K OOpaTHOMY pa3BUTHUIO, PEKOMEHJOBAHO TOTalIbHOE YAaJieHUE
OITyXOJIU C HCCEUCHHEM Karicyibl [47].

VYpoBeHb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMenTapuu:  mceBmoomyxoiu  (OPMHUPYIOTCS ~ BCIEACTBHE  HENPABUJIBHOW  Teparuu
KPOBOMBJIHUSIHUNA B MATKHE TKaHU, OOBIYHO B MBIIIIIBI, PACTIOJIOXKEHHBIE PSAIOM C KOCTbIO, KOTOpask MOXKET
ObITh 3aTpPOHYTa BTOPHUYHO, WM TMPH MOJHAJKOCTHUYHBIX KpOBOMZIHUSAHUAX. [IposiBieHusMu
TICEBJIOOMYXOJU SIBJISIOTCS CTAOMIILHOE OIyXOJIEBUJIHOE OOpa3oBaHHUeE, OTTECHSIOIIEE OKpPYKaoIIne
TKaHHU, KOTOpPOE CYILIECTBYET HA MPOTSHKEHWHM MHOTHUX MECALIEB WM JIET U HE MMEET TEHICHIMU K
oOpaTHOMY pa3BUTHIO Ha (JOHE NHTEHCHUBHOM 3aMECTUTEIBHON Tepanuu (hakToOpaMu.

Benenune manueHTOB ¢ reMoQuiueil M MCEBIOOMYXOJSMHU JOJKHO OCYIIECTBIATHCS COBMECTHO
BpayaMU-XHPYpraMH U BpauyaMHU-Te€MaTOIOTaMH.

[Ipu oTcyTrcTBUM JieUeHUs TCEBIOOIYXOJb MOXET JIOCTUTaTh TMTAHTCKUX pPa3MepoB, CO3/aBas
JABJICHUE HA HEWPOBACKYJIAPHBIE CTPYKTYPBI U BbI3bIBAs NATOJOTHUECKHUE TIEPETOMBI.

Onepanusi  J0KHA  MPOBOJAUTHCA — CHEUUATMCTAMHM, HMEIOIMIMMH  ONBIT  XUPYPrUUYECKOTO
OPTOTIEINYECKOTO JICYCHUS OOMBHBIX TeMOUIHEH.

- [Marmentam ¢ remoduinell npy pa3BUTUH MEpeIOoMa PEKOMEH0OBAHO HE3aMeUIUTEIbHOE Hayallo
3aMeCTUTENbHON Tepanmuu Qaxkropamu cBepTbiBanus kpoBu (B02BD mo ATX kmaccuduxanuu). B
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TEYCHHE MEPBBIX 3-5 IHEH HeoOXoauMo Tojepx)aHue YpoBHs (aktopa B kKpoBu He MeHee 50-100% (B
3aBUCHMOCTH OT JIOKAJU3allud U TsDKECTH TpaBMbl). [locTosiHHAS 3aMecTUTENbHAs Tepamnus (pakTopom
JI0JDKHA POBOANTHCS B TeueHnue 10-14 nueit [48].
VYposeHs yoeaurenbHoCcTH pekoMenaaiinii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
KoMMeHTapuu: prCcK pa3BUTHS MEPEIIOMOB Y MAIUEHTOB ¢ TeMO(HIUEH CBsI3aH C OCTEOMOPO30M H
remopmindeckoil aprtpomartueir. Cpasy mocie CTa0uiIu3aimui IepelioMa CleAyeT MPUCTYIMUTh K
MIPOBEJICHUIO BOCCTAHOBUTEIILHON Tepanuu.

3.7. OnepaTuBHOe JieUeHHe

- [TanmenTam ¢ remouIrell peKOMEHI0OBAaHO MTPOBOIUTH JIF000E OTIEPATHBHOE BMENIATEIHCTBO WIIH
MPOBEJICHUE WHBA3MBHOW TPOIEAYPhl TOJ MPHKPBHITHEM 3aMECTUTEIIBHOW Tepanuu (akTopaMu
ceepThiBanus kpou (BO2BD no ATX knaccudukanun) [2, 3, 11, 23].

Yposens yoeaurenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMMeHTapun: y OOJIBHBIX ¢ TeMOMUIHEH XHPYyPrUIecKoe BMEMIATeILCTBO MOKET MOTPEOOBATHCS
JUTsl JIEYEHUS] KaK OCJIOKHEHUM TeMOo(iInM, Tak U HE CBSI3aHHBIX ¢ remoduiuein 3aboneBanuil. [lepen
JOOBIM XUPYPTUYECKUM BMEIIATEIHCTBOM HEOOXOJMMa KOHCYJIBTAIIUS B IIEHTPE JICUCHHS TeMO(DUITHH.
Ecmu ecTh BO3MOXHOCTB, OTIEpATHBHOE JICYEHHUE JIYYIIIe TIPOBOJIUTH B CIICIIHATIM3HPOBAHHOM CTAI[HOHAPE.
OnepaTHBHOE BMEMIATEILCTBO Y MAIIMEHTOB ¢ MHTHOUTOPHOM TeMO(HIIHEH TOJHKHO MTPOBOUTHCS TOJBKO
B YCIOBHSIX CIEIHAIM3UPOBAHHOTO CTaIlioHapa. Bpadu — aHeCcTe3HoJIoT-peaHuMaroior JO0JDKEH MMETh
OTIBIT JICYCHHUS IMAIIMEHTOB C HAPYIICHUSIMH CBEPTHIBAEMOCTH KPOBH.

Heo0OxomuM cTporuii MOHUTOPHHT KOAryJorpaMMbl, aKTHBHOCTH (aKTOpa W CKPHHHHT Ha HaJIHYHE
uHruouropa. Jlo3pl U MPOAOIKUTEIBHOCTh Tepanuu (PaKTOpOM CBEPTHIBAHUS KPOBHU 3aBUCAT OT THIIA
OTIEPaTHBHOTO BMeEIIATENbCTBA (Tabmuia 3).

[Ipn HeoOXOIMMOCTH TPOBENCHMS] TAaKUX JUArHOCTHYECKUX MPOULEAYyp, KaK CHUHHOMO3IOBas
MYHKIUS, TYHKUIWS apTepyu, SHI0CKOTIMUECKOE HCCle0BaHNEe ¢ OMOIICHel, BeIeHre MallMeHTa Takoe xKe,
KaK MPU XUPYPTUYECKOM JICUCHHH.

[TanmenTam, mMOMyYarOUM TPOPHIIAKTHYECKOE JICYCHHE SMHUIM3yMaboM™**, pexoMeHI0BaHO
MIPOBOJUTH JIF000E OTIEPaTUBHOE BMEIIATENIHCTBO MIIM MHBA3MBHYIO MPOIETypy 0€3 OTMEHBI Impemnapara ¢
MIPUMEHEHHUEM CTaHJApPTHBIX /103 (pakTopa cBepThiBanus kpoBu VIII**/hakTopa cBepThiBanus kpou VIII
+ dakrop BummieOpanma**/oxrokora ambda**/mMopokTokora anbbha**/cumokTokora ambda (hakTop
cBepreiBanus KpoBu VIII denoBeueckuii pekomMOuHaHTHBIN)** [49]/moHOKTOKOTa anbda/TypoKToOKOTra
anbda/rpMopokTokora anmbda**/pyprokrokora ambda maros. is manmeHToB ¢ ['A, OCIOXHEHHOU
WHTUOMTOpaMHA | TIOJydaloIUX SMUNKM3yMad**, mpemaparom BbIOOpa SIBISETCS SNTAaKOr anbda
(akTUBUPOBAHHBIN)** B CcTaHIApPTHBIX Ao03aX. [Ipm HEOOXOAMMOCTH Ha3HAYEHUS AHTUUHTHOMTOPHOTO
KOaryJIsiHTHOTO KOMIUIeKca™* HayallbHas J03a He JoJbKHa mpeBbimath 50 En/kr, u cyrouHas mo3a He
noiixHa npessimath 100 Ex/kr [50].

3.8. lunTenbHbIi COCYIMCTHIA JOCTYN Y MALMEHTOB ¢ reMopuineit

- ¥V nauueHToB ¢ reModuirel peKkOMEHA0BaHO MPH BO3MOXKHOCTH UCIIOJIb30BaTh MepUpepruuecKuit
BEHO3HBIH goctymn [51, 52].

VpoBeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmeHTapuu: COCyAMCTBIH JOCTYN SIBISIETCS HEOOXOJUMBIM YCIOBHEM JIe4eHHUS OOJIbHBIX
reMowineil, MOCKOJbKY (PaKTOpbl CBEpTHIBAHUS KPOBH TNPEACTaBIAIOT €000l mpemaparbl s
BHYTPUBEHHBIX WHBEKIMHA. BHyTpuBeHHOEe BBeleHHE (HAKTOPOB CBEPTHIBAHUS IO3BOJISIET IMPOBOJIUTH
npo(uIakTHYecKoe JeUeHHe, JIeYeHHe Mo TpeOOBaHMIO, JICUEHHE B JOMAIIHUX YCIOBMSX, MHIYKIIMIO
UMMYHHOU ToniepaHTHOCTH. [Ipemaparbl st TMOAKOXHOTO BBEJIEHHS HE CIOCOOHBI 3aMEHUTh
BHYTPHUBEHHBIE (DAaKTOPBI CBEPTHIBAHUS, OCOOCHHO B YPI€HTHBIX CUTYaIHIX.

[Tynkuus nepudepuvyeckux BEH — 3TO METOJ BbIOOpa oOecrmeyeHHs COCYIUCTOTO JOCTyNa y
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nanueHToB ¢ remogwined. Ero wucnonb3oBaHuMe HE acCOUMHUPYETCS C  OOJNBHIIMM  KOJIMYECTBOM
OCIIO’)KHEHUH, TpeOyIoTCS UTIIBI Maioro kamuopa (23-25G), a kKopoTkoe BpeMsi HHGY3UH JOCTATOYHO IS
BBEJICHUS (paKTOPOB CBEPThIBaHUA KPOBH. OOBIYHO MyHKTUPYIOT BEHBI PYKU C IIOMOIIBIO UTIIBI-0a00UKH.
[ToBTOpHBIEC YacThIE BEHEMYHKIIMM MOTYT OCJIOKHHUTHCS reMatoMaMu. BaxxHast poJib Mpu UCHOJIB30BaHUHU
3TOTO JOCTYNA MPUHAIICKUT O0YIESHHUIO BBHIMIOJIHEHUIO BEHEIYHKIIUH OMEKYHOB W CAMHX IallMeHTOB. B
TO € BpeMs Yy HEKOTOPBIX TMAIMEHTOB HWCIOJIb30BaHUE MEPH(PEPHUECKOr0 BEHO3HOTO JOCTyIa
HEBO3MOXKHO HM3-32 MAJIOTO pa3Mepa BEH, IUIOXOH MEPEHOCHMOCTH JAECTHMH TOBTOPHBIX BEHEMYHKIIWH,
HEO0XOIMMOCTH YaCTOTO MCIOJIB30BAHUS COCYIUCTOTO JOCTYIA, HECIOCOOHOCTH OTIEKYHOB H MAI[CHTOB
OoOy4YHTbCS BBINIOJHEHUIO BEHEMyHKIMH. DakTopamu, BIMSIIOIMIAMH Ha OTKa3 OT IPUMEHEHHS
nepudepuyecKoro A0CTyIa, MOTYT SIBUThCS BO3PACT MALIMEHTOB M YacThIe KPOBOTEUCHUSI.

- ¥V manueHToB ¢ reModuiMeil peKOMEHIIOBAHO HCIOJIh30BAaTh B KAaYECTBE METOJOB YCTPOWCTB
JOJTOBPEMEHHOTO  LEHTPAILHOTO JIOCTYNA IOPT-CHCTEMY, mepudepuyeckne HMILIAaHTHPYeMble
ICHTpaJIbHbIC BEHO3HbIE KaTeTephl [53, 54].

VYpoBeHb yOeIUTEILHOCTH PEKOMEH/ a1 B (YpOBEHB TOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KoMMeHTapuu: ucnosab30BaHHE YCTPONCTBA JOJTOBPEMEHHOIO IIEHTPAJILHOTO BEHO3HOIO JIOCTYyIa
10 CPaBHEHUIO C MEepU(EPUISCKUM BEHO3HBIM JOCTYIIOM 4Yallle acCOIMUPOBANIOCh ¢ mHpekmuei (29%
npotuB 17%, P = 0.01). Ilpu ucnonbp3oBaHUM yCTPOMCTB JOJITOBPEMEHHOTO IIEHTPAIBHOTO BEHO3HOTO
JI0CTyTIa BO3MOXHBI KaTe€Tep-aCCOIIMMPOBAHHBIE TPOMOOTHUYECKHE OCIIOKHEHHS.

[TokazaHust K MCMONB30BAHUIO YCTPOWCTBA NOJTOBPEMEHHOIO LEHTPaIbHOTO BEHO3HOTO JOCTyMa
SIBIISICTCSL:

- IOTPEOHOCTH B PETYIISIPHOM JOJITOBPEMEHHOM COCYJIUCTOM JIOCTYIE y MAaIlUEeHTOB C TeMOpUInei,
y KOTOPBIX HEBO3MOHO MCIOJIB30BaTh Nepudepruueckuil BEHO3HBIHM TOCTYI U3-3a MaJIOro pa3Mepa BEH;

- HEOOXOJIMMOCTh €XEIHEBHBIX BHYTPHUBEHHBIX BBEIEHUH (PAKTOPOB CBEPTHIBAHHSA KpPOBH, B
yacTHOCTH npu npoeaeHun NNUT;

- y ieTeil, KOTopble TI0XO MEePEHOCST MOBTOPHBIE BEHEMYHKIIUH.

AOCOTIOTHBIM MPOTHUBOMNOKA3aHUEM K YCTAaHOBKE YCTPONCTBA JIOJTOBPEMEHHOTO LIEHTPAIbHOTO
BEHO3HOTO JIOCTYIA SIBJSIETCS] HAJTMUKE y AIlMeHTa MPU3HAKOB aKTUBHOM MH(EKIINH.

OTHOCHUTENbHBIMU  MPOTHBOINOKA3aHUSAMH K  YCTAaHOBKE  YCTPOMCTBA  JOJTOBPEMEHHOIO
LEHTPAJIBFHOTO BEHO3HOIO JIOCTyNa SBISAIOTCA KaTeTep-aCCOLMUPOBAHHAsA HHQEKIUS KpOBOTOKA H
KaTeTep-acCOIMHPOBAHHbIE TPOMOO3HI IITYOOKHX BEH B aHAMHE3E.

- YV nauueHtoB ¢ remoduiueii 6e3 MHTMOMTOPOB PEKOMEHAYETCS MpPU YCTaHOBKE YCTPOMCTBA
JOJITOBPEMEHHOTO IIEHTPAJIBHOTO BEHO3HOTO Joctyna obecreunts aktuBHOCTH FVIII/FIX myrem
uHby3uu pakropa ceepThiBanus kpou VIII**/hakropa cBepThiBanus kpoBu [X** [55].

YpoBeHb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: B tabmune 4 mpuBeneHbl 103kl (akTopa cBepThiBaHUs KpoBu VIII**/IX** u
uenesas aktuBHOCTh FVIII/IX mpu ycTaHOBKe ycTpoilcTBa MOJTOBPEMEHHOTO LIEHTPATIBLHOTO BEHO3HOTO
JIOCTyTIa y MalMueHTOB ¢ reModuinel 6e3 HHTHOUTOPOB.

Ta6mz1ua 4. PexxuM oOecIieueHus: TeMOCTasa ITpHU YCTAHOBKEC MOPTA IMalUCHTaM C FCMO(i)I/IJ'H/IeI\/'I

Bpems [leneBast akTUBHOCTH Bpewms ucciienoBanus
FVII/FIX B nmna3me
Jo onepanuu (1-2 1) > 100% Yepes 15-30 mun nocine nnpy3un
Yepes 8 1 nocine onepanuu > 50% Jo u nocne uudy3un
1-3 neHp nocne onepanuu > 50% Jo u nocne uudy3un
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4-7 neHsb mocie onepanuu > 30% Jo u nocne undy3un

- YV nanuMeHToB ¢ reModuiMeld ¢ MHIHOMTOPOM DPEKOMEHJIyeTCs INPH YCTaHOBKE YCTpOMCTBa
JOJATOBPEMEHHOTO IIEHTPAIHHOTO BEHO3HOTO JIOCTYyIa 00ECIeYUTh reMOCTa3 IMyTeM HH(Y3HH MpernapaToB
IIYHTUPYIOIIETO JEHCTBHSI — OJOTakora anbdpa (AaKTUBUPOBAHHOTO)** WM aHTUHMHTHOWTOPHOTO
KOAryJastHTHOTO KoMruiekca** [55-58].

VpoBenb yoeautensHOCTH pekoMeHaamii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommeHTapuu: npu ycTaHOBKE IMOpTa MalMeHTaM ¢ reMo(puinei, 0CI0)KHEHHON MHIHOUTOpaMu K
(daxTOopaM CBEpTHIBaHMs, TEMOCTa3 00ECIIEYNBAIOT BBEJCHUEM IPENapaToB IIYHTHPYIOIIErO JCHCTBUS:
AQHTUMHTUOWTOPHBIA ~ KOArymsHTHeIA — koMmruiekc**  80-100 em/xr wm  #nrakor — anbda
(axTuBUpOBaHHBIN)** 120 MKI/Kr. VY mNalMEHTOB € HWHTUOMTOPOM NPHUMEHSIOT #3MTakor aibga
(axTuBHpOBaHHBIN)** Kaxapie 2-3 4 90-120 MKI/Kr B TeueHUe TEepBhIX 24 4 U 3aTeM Kaxble 4-6 4 1o 7
IHs1, TM00 #aHTUMHTUOMTOPHBIA KOarylsHTHbIN KoMmIuiekc** 80-100 ex/kr xaxaple 8 4 nepBble 3 AHS,
3areM Kaxjaple 12 4. HecMoTps Ha mofoOHBINH peXUM yCTaHOBKA MOPTOB Y OOJBHBIX C MHTMOUTOpAMHU
HEPEIKO OCIIOKHAETCS FeMaTOMaMHu.

- PexoMeHyeTcs IPOBOIUTE MPEIBAPUTEIBHBI HHCTPYKTaXK, 0OydeHHE, TPEHHHT TAlMeHTOB U UX
OTIEKYHOB, YXa)KHBAIOIINX 32 YCTPOUCTBAMH JIOJITOBPEMEHHOTO IIEHTPAIBHOTO BEHO3HOTO jocTyna [52].

VYposens yoeaurenbaocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KomMmeHTapuu: manueHThl U UX OMEKYHBI TOJDKHBI OBITh HH(OPMHUPOBAHEI O XapaKTepe YCTPOUCTB
JOJTOBPEMEHHOTO IIEHTPAIBHOTO BEHO3HOTO JOCTYIA, yXOJlia 32 HUM, BO3MOXHBIMH OCJIOXHEHHUSMH,
MOPsIIKE NEMCTBUIM U KyAa UM oOpaiiaTthbes B ciiydae BOSHUKHOBEHHSI OCIoxkHEeHUH. O0yueHne poauTenei
paboTe C TMOPTOM SIBJISIETCS 00sA3aTeNbHBIM YCIIOBHEM oOectieueHus d((HEKTUBHONW MOMOIIM MallMEHTaM
naHHOU rpynnbl. OOyueHue MpoBOIUTCS € MEPBOrO AHS UMIUIAHTAlUM MOPTa, HHAUBHUAYAJIbHO, BpayaMu
U MEIUWLUMHCKMMU CecTpaMHu LIEHTpa, TJe BBINOJHAETCS omnepauus. B nanbHeiimem o0yueHue
MPOJIOJKACTCST B LEHTpE, Ile HaOMoJaeTcs MalueHT Ha MOCTOSHHOW ocHoBe. Poautenu u mamueHt
JOJI’KHBI OCBOUTH MpPaBUJIa aCENITUKU U aHTHCENITUKU, HABBIKH 110 BBIMOJIHEHHUIO UH(DY3UI MpenapaTroB ¢
WCII0JIb30BaHUEM TOPTA.

3.9. Unoe J1euenue

- Tlanmentam ¢ remoduiMeil PeKOMEHJOBaHA JOMOJHUTEIbHAsT TeMOCTaTUYeCKas Tepanus s
OCTaHOBKHM KpOBOTCUCHMI: aHTHGuOpuHOIMTHYecKHe cpenactBa (BO2A mo ATX kmaccudukaun),
reMocratudeckue cpeactsa ajist MectHoro npumenenus (B02BC no ATX knaccudukarun) [1, 59-62].

YpoBeHb yoeauTeabHoCTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommeHTapuu: B KayecTBe JONOJIHUTEIBHOM FEMOCTATUYECKOM Tepariy BO3MOXHO UCIIOJIb30BaHUE
CIICAYIOIINX JICKAPCTBEHHBIX MTPETIapaToB:

-  HWuruburoper ¢Qubpunonuza (aHTUPUOpUHONUTHUECKUE cpeAcTBa). lcmonwp3yroTes Kak
JIOTIOJTHEHHE K CTIeHU(pUYECKON 3aMecTHTeNbHOM Tepanuu. Hanbonee 3 dekTuBHBI Ipu KPOBOTCUSHUSX
U3 paH CIU3UCTHIX 000JI0YeK. MOTYT HCIOJIB30BATHCS ISl JICUCHUS KPOBOTCUCHUH JIPYTUX JIOKAINU3AIUA.
3anperieHo UCHoIb30BaTh MPY MOYEYHBIX KPOBOTCUCHHUSIX.

- I'emocTtatnueckue cpencTBa Uisi MECTHOTO NpuMeHeHus. [Ipum mpoBeAeHHH OMEpaTHBHBIX
BMEIIIATENBCTB, OCOOCHHO Ha MApEeHXMMATO3HBIX OpraHax, MPU DKCTPAaKUUU 3y0OB, IJIEUCHHH paH
MOKa3aHO KCIMOJIb30BaHHE I€MOCTATUYECKHX MpEenapaTroB Ui MECTHOTO MPUMEHEHHs. DTU Tperaparhbl
MPUMEHSIOTCS COBMECTHO C 3aMECTUTENbHON Tepamueld M TpHU3BaHbl ONTHUMU3HPOBATH MECTHBIN
reMocTatuyeckuit 23pdexr.
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4. MeauuuHcKas peaduauTanms, MeAMUUHCKHE MOKA3AHUA U
NMPOTHBONOKA3aHUS K IPUMEHEHUI0 MEeTO10B peaduInuTaunu

- IManmentam ¢ remodwinell ¢ MOpPaXEHUEM OHIEMEHTOB OIOPHO-ABUTATEIBHOTO ammapara
PEKOMEHIOBAaHO JIOJITOCPOYHOE JICUCHHE TIOBPEKJICHUH CYCTaBOB M MBI, W (QYHKIHOHAIbHAS
peadmnTanys, a TakkKe CAaHATOPHO-KYpOPTHOE JICYEHUE C IEIbI0 MPEJOTBPALICHHUS TPOTPECCUPOBAHUS
HapYIICHUH OTMIOPHO-JABUTATEIILHOTO alllapara v YJIy4dIlIeHHs UX OPTOIeIMUECKOro craryca [24].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

KomMmeHTapun: OCHOBHBIM KJIMHUYECKHM IPOSBICHUEM TeMO(WINN SBISIOTCS PEUUAMBHPYIOIINE
KPOBOM3JIMSIHASA B CYCTaBbl, YTO HEOOPATUMO NPUBOJIUT K Pa3BUTHIO IePOPMHPYIOMICH apTpomaTud U
XPOHUYECKOTO CHHOBUTAa Yy OTHUX TMAaIMeHToB. [lopakeHWe OMOPHO-ABUTaTEeNFHOTO — armapara
CYIIECTBEHHO JIMMUTHPYET CONUAITBHYIO aJallTHPOBAHHOCTH MAIMEHTOB, YXYAIIA€T UX Ka4YeCTBO JKU3HHU.
JleueHne MOKHO TIPOBOJUTH B CAaHATOPHO-KYPOPTHBIX OPTraHW3alMsIX B KIMMAaTHYECKOW 30HE
MIPOKMBAHUS MAllMEHTa, a Takke Ha OalbHEOJOrMYeCKHX KypopTax. Pa3zpaboTka peaOMINMTAIlMOHHBIX
MEPONPUATHI JIOJKHA TPOBOAMUTHCS COBMECTHO CIEIHATUCTaMHU IO PEaOMIIMTAIlUK, KYpPOPTOJOTHH U
BpauaMHU-TeMaTOJIOTaMH, UMEIOIIUMH OTBIT JICYEHHUS TTAIMEHTOB C HAPYIIECHUSIMHA CBEPTHIBAHHUS KPOBH.

Bo3MoXXHEBI Takne BHUJIbI TCPAITUN KaK:

- IIKOJIa IICUXOJIOTHYECKOU HpO(i)I/IJ'IaKTI/IKI/I JJId TTAaHUEHTOB U POJACTBCHHUKOB,

- BO3/ICHCTBUE YIIbTPA3BYKOM TpH 3a00JIEBaHUIX CYCTaBOB;

- JIKapCTBEHHBIN ynbTpadoHodopes mpu 3a00JI€BaHUSIX CYCTABOB;

- aneKkTpodopes JeKapCTBEHHBIX MPENapaToB MpH 3a00JIeBaHUSIX CYCTABOB;

- BO3/IeHCTBHE BHICOKOYACTOTHBIMU 3JIEKTPOMArHUTHBIMU HOJISIMU (MHIYKTOTEPMHS);
- BO3/ICHICTBUE JICKTPUICCKUM TT0JIEM YIIbTpaBbicOKoi yacToThl (DI1 YBY);

- BO3/ICHICTBUE MTepeMeHHbIM MarHUTHBIM 11osieM (ITeMIT).

5. llpopuaakTuka M AUCHIAHCEPHOE HAOJIIOIeHUE, MeAUIIMHCKUE TOKA3AHUS W
NPOTUBONOKA3aHUS K NIPMMEHEHHUIO METO10B NPOPUIAKTUKH

[MareHThl ¢ reMoWIMel MOJDKHBI HAOIIOMATHCS TPYIIION CHEIMATUCTOB PA3IMYHOTO MpoduIs,
BKIIIOYAIOIIEH Bpaya-remMaroyiora, Bpaya-lieuaTpa, Bpadya — TpaBMaToJiora-opromnena, Bpadva-
cTOMaToJIora, Bpada-¢pusnoreparnesra, Bpada JIOK, MeAUIIMHCKOTO TICHX0JI0Ta, HMEIOIINX OIBIT PadOThI
¢ 6onpHBIMU TeMo umeii [1, 24].

OcMOTp TMalMEHTOB BpPAYOM-TEMATOJIOTOM, BpPayoM — TPAaBMOTOJIOTOM-OPTOIEIOM H BpadoM-
CTOMATOJIOTOM JIOJDKCH IPOBOJUTHCS HE MEHEee 2-X pa3 B TOJ; OCTAJIbHBIMHU CICHUAIUCTAMUA — TIO
HeoOxoauMmoctu. llenecooOpa3Ho TpoBeleHHE JAHMCIAHCEpPH3allMM IMAalMeHToB | pa3 B Toag B
CICHUAIM3UPOBAHHOM IICHTPE HAPYLICHHI TeéMOCTa3a, €M LEHTP pacroJiaraet JOCTaTOYHON KIMHUKO-
nabopaTopHoii 6a3oii [1, 63].

JlucniaHcepHoe HaOMIOICHHE 32 NAllMEHTaMU ¢ reMo(uirel BKIo4JaeT:

JluHaMu4ecKuif MOHUTOPUHI COCTOSIHMS NMAIlMEHTa C OLIEHKOM Halu4Ms HEXeJaTelIbHbIX SBICHHUH
IIPU MPOBEACHUHU 3aMECTUTENbHON Tepamnuu: MOsSBICHHE MHTUOMTOpa K (PaKTOpy CBEPTHIBaHUS KPOBH,
UHAMBUIyaJlbHAs ~ HENEpPEeHOCHMMOCTb  Mpemapara,  BHpPYCHAas  KOHTaMUHAlMs,  HM3MEHEHUs
MICUXOJIOTHYECKOT0 MJIM COLMAIIBHOTO CTaTyca MalMeHTa, OLEHKa COCTOSHUS nepudepruyeckoil BEHO3HOM
CHCTEMBI.

JleueHne ocnOXKHEHUH reMopuInK: KOppeKIus JepuinTa jKene3a, THTHOUTOPOB.

BelsiBieHne comyTCTBYIOUIMX 3a00JeBaHMM, 0coOeHHO 3aboneBaHMil 3y0oB, mosoctu pra, JKKT,
JIOP-opraHoB, maTojIOTHH CEPAEYHO-COCYAUCTOM CHUCTEMBI W JAp. M HalpaBlIeHHE K NPOQUIbHBIM
CIEMAINCTaM.
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- Bcex mnammeHToB ¢ remMopuiIMell PEKOMEHJIOBAaHO pPETHCTPUpPOBAaTH W HaOmMIOmaTh B
CIIeIMATM3UPOBAHHOM LIEHTpE (110 Bo3MoxHOCTH) [1, 3].

VYpoBeHb yoeauTenbHoCTH pekomenaaiuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu: y manueHToB Wi Bpadei, K KOTOPhIM OHHM OOpalIaroTcs, KPYriIOCYyTOYHO JOJDKHA
OBITh BO3MOXHOCTh KOHTaKTa C BpAduOM-TE€MaTOJIOTOM, HWMEIOIMIMM OTBIT JIEYCHHS OOJBHBIX C
HapyILIEHUSIMH IeMOCTa3a.

6. Opranuszanusi OKa3aHus MeIMIUHCKOM MOMOLIH

Bcex nmanueHToB ¢ remoduwivell  pEeKOMEHJOBAaHO PpErucTpUpoBaTh M HaOmogaTh B
CHEMATM3UPOBAaHHOM IIeHTpe (10 BO3MOXKHOCTH). JlomkHa OBITH KpYIJIOCYTOYHasi BO3MOXHOCTH
KOHTaKTa C BpayOM-TeMaToJI0rOM, UMEIOIIUM OIBIT JIEYEeHHs OOJIbHBIX C HAPYIIEHUSIMU T€MOCTa3a.

Tlokazauus Qi1 JIAaHOBOM TOCITUTAIU3ALNU
- IJIAHOBOE OTNIEPATUBHOE JICUCHHE.

[Tokazanus a5 SKCTPEHHOW TOCIUTATIU3AIUN:
- )KU3HEYrpOKarolee KPOBOTEUEHNE;
- IPOBEJEHUE PKCTPEHHOTO ONEPATUBHOTO BMENIATEILCTBA.

[TokazaHus K BBIITUCKE MAIIMEHTA U3 CTallMOHApa:
- TIOJTHAsi OCTAHOBKA KPOBOTEUECHUS

7. JonmouuTteabHasi nHGopManus (B TOM 4uciae (PaKTOPbl, BIUAIONIAE HA UCXO/
3a00/1eBaHUS UM COCTOSIHHA)

7.1. OcHOBHbIE MPUHIMIIBI OPraHU3AIUN MOMOIIM NAIMEHTAM ¢ reModuiunei

I"apanTupoBanHoe OecriepeboitHoe obecrieueHre dhakropaMu cBepThiBaHUS KpoBU VIII** u FIX**,
(dakropom cBepthiBanus kpoBu VIII + dakrop Bumnebpanga**, okrokorom ambda**, MOPOKTOKOTOM
anbpa**, cumokTokorom anb(a (dhakTop cBepThiBaHus KpoBu VII denmoBedecknii peKOMOWHAHTHBIN )**,
HOHakKoroMm anb(da**, mnoHOKTOKOroM anbda, TYpOKTOKOroMm aib(da, 3HMOPOKTOKOrOoM ambda™*™*,
PYPHUOKTOKOTOM anb(a 1aros, andyrperneHoHakoroM anbda, SMUIU3yMaOOM** y MalMeHTOB C
HEOCJIOXKHEHHOW TeMOQWIMEH WM TpernaparaMyd IIYHTUPYIOIIETO JEHCTBUS, 3MUIU3yMaOOM** 'y
MAIMEHTOB ¢ UHTUOUTOPHOU (opMoli reModuinu A, 0OyueHHe MPUMEHEHHUIO 3TUX MPENapaToB YWICHOB
CeMbH OOJIBHBIX TeMO(UIIHECH SBISICTCS TPUOPUTETOM B OPTaHU3AIUH TOMOIIX OOJIbHBIM TeMO(QHITUCH.

HpI/I JICUCHHNU KpOBOTe‘ICHI/Iﬁ HeO6XOI[I/IMO IMPUACPKUBATHCA CIICAYIOIIUX ITPUHIIUIIOB!

1. JIAs OCTaHOBKM KPOBOTCUCHMH JOJDKHA NPHUMEHSTHCS 3aMECTHTENbHas Tepanus (hakTopaMu
cBepthiBanus kpoBu VIII** u FIX** dakropom cBepreiBanus kpoBu VIII B komOuHammu ¢ pakrtopom
Bunnebpanna**, oxroxkorom ambda**, MopokTokoroMm anbda**, cumokrokoroMm aibda (pakTop
cBepThiBaHusl kpoBu VIII uenoBeueckuii pekoMOMHAHTHBIN)**, HOHakKoroM anbda**, JTOHOKTOKOTOM
anb(a, TYpOKTOKOroM anb(da, 3pMopokToKorom ambda**, pypuokTokorom ambda MIroJ,
an0yTpeneHoHakoroMm anb(da, MO0 mpemapaTaMy IIYHTHPYIOLIETO JEHCTBUS Yy MAalMEHTOB C
UHTUOUTOPHON (hopMOii reMoPpUITHH.

2. Heobxomumo cpa3y NpuUMeHATh 3((eKTUBHBIE 03Bl (PAKTOPOB CBEPTHIBAHHUA KPOBU WIIH
IpernapaToB IIYHTUPYIOIEro aeictBus. Tepamus HEAOCTaTOUHBIMU J03aMHU HE IMO3BOJIUT OCTAaHOBUTH
KpOBOTEUEHHE, IMpUBEAET K TOTepe BPEMEHH, HapacTaHUIO TEeMOPPArHYecKoro CHUHApPOMA U
HEO0OOCHOBAHHOMY PacXo]ly JOPOrOCTOSAIIErO Ipenapara.
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3. 'eMocTaTHuecKyro Tepanuio (BBeaeHUE (PAKTOPOB CBEPTHIBAHUS KPOBH) HEOOXOAMMO HAYMHATH
KaK MOKHO paHbllle (B MAKCUMAaJIBHO C)KaTbhleé CPOKH HACTOJIBKO HACKOJBKO 3TO BO3MOKHO, JKEJIATEJIbHO B
TEUYEHHE MEPBbIX 2-X YacOB MOCJIE MOJIYYEHHUS TPaBMbl MM TOSABICHHUSA TEPBHIX CYOBEKTHBHBIX HIIU
OOBEKTHBHBIX NMPHU3HAKOB KPOBOM3NHUAHUSA). [l03TOMYy OCHOBaHMEM MJIsi Havaja Tepalmud MOTYT OBITH
CyOBEKTUBHBIC OIIYLICHUS MAllUeHTa Wi (aKT TpaBMbl. BBeseHue npenapara J0HKHO OBITh BBHITIOJIHEHO
o0si3arenbHO. Heo0X0MMO CTPEMHUTHCS OCTAHOBUTH KPOBOTEUYEHHE WM KPOBOMBIIUSHHUE JI0 Pa3BUTHS
3HAYUMBIX KIIMHUYECKUX MposiBiaeHUN. [Ipy Hanuuuum TpaBMbl HALUEHT JOJKEH ObITh OCMOTPEH BPayOM-
reMaTosoroM B 0043aTeIbHOM MOPSIIKE.

4. JleyeHue JIETKUX U CPETHUX KPOBOTEUEHUN JOJKHO NMPOBOJIUTHCS HA JJOMY MAlUEHTOM WM €ro
POJICTBEHHUKAMHU B COOTBETCTBUU C PEKOMEHJALMSMU Bpaya-remarosiora. IIpum pa3BUTHUH TSKEIOrO
KpOBOTEUEHHUS Tepanus AO0DKHA OBbITh HayaTa KaK MOXKHO paHbllle (Ha J0MYy) U TNPOJODKEHA IMOJ
Ha0JII0/IEHNEM Bpaya-TeMaToJiora CTallMOHAPHO WM aMOYJIaTOPHO.

5. TlanueHTsl HE MOJDKHBI MCHOJIB30BaTh IpenapaThl, Hapyllaroolue (yHKIHIO TPOMOOIMTOB U
YTHETAIOUIME CBEPTHIBAHUE KPOBH, OCOOEHHO AalleTWICAIMLUIIOBYIO Kuciaoty** m apyrume HIIBII, 3a
UCKITFOYEHUEM HEKOTOPBIX OKCHKAMOB (MHTHOMTOPOB ImKiIookcureHassi-2 (IIOI-2)) — ketoponaka**,
HuUMecyauaa, noynpodena**, npenaparos u3 rpynms! "kokcuos" (MO1AH no ATX knaccudukanun).

6. Cnegyet u3beraTb BHyTPUMBILIEYHBIX HHBEKIUI U MyHKIIUH apTEPUH.

7. CnemyeT mOOUIPATH PETyIspHBIC 3aHATHS (PU3NUECKUMH YIPAKHEHUSIMHU, CIIOCOOCTBYIOIIMMH
Pa3BUTHUIO MYCKYJNATypbl, 3allUTe CYCTaBOB W YAYULIEHHIO (PU3MUYECKOr0 COCTOSHUS (Hampumep,
nedeOHasi THMHACTHKA, TUTaBaHUE, TEPPEHKYD).

8. IlamueHTs! NOJDKHBI M30€eraTh CUTYallMi, CBSA3aHHBIX C BBICOKMM PHCKOM TPaBM, B TOM 4YHCIIE
3aHATHUS. KOHTAKTHBIMH BHJAMU €IWHOOOPCTB, WUTP C TSKEIBIM MSYOM, 3aHATHI Ha CIOPTUBHBIX
CHapsiax, u T.n.

7.2. CtoMaToJioTHYecCKas MOMOII b

MecTHas aHecTe3us y TAIlMEHTOB C TSDKEIIOW W CPEeIHETsDKeNor dopMaMu reMoUIIud MOXKET
MIPOBOIUTHCS TOJIBLKO MOCIIEC BBeACHUS (pakTopa cBepThiBaHus KpoBu [60, 62].

Jisa  OonbHBIX TeMo(duiIneil BaKHO COOJIIOJICHUE TUTHEHBI IMOJIOCTH pTa, YTO IOMOTaeT
MPEeIOTBPATUTh pPa3BUTHE MapOJOHTO3a M Kapueca. JlJigs 4MCTKH 3y0OB HEOOXOJIMMO HCIIOJIb30BaTh
MATKYIO 3yOHYIO 1IeTKy. [I1aHOBBIE CTOMATOIOTHYECKHE OCMOTPBI JOJDKHBI ITPOBOAUTHCSA HE MeHee 2 pa3
B roj. OObIYHBIE OCMOTPBI Bpaya-CTOMATOJIOTa M YUCTKA 3yOOB MOTYT MIPOBOIUTHCS 0€3 3aMeCTUTENbHOM
Tepanuu ¢aktopamu. OAHAKO HEOOXOIUMO MMETh B CBOOOJHOM JOCTYIIE T'€MOCTAaTHUYECKHUE CPE/ICTBA
(baktopsl cBepThiBanus Kpou VIII**/[X** anTudubpuHonuTrudeckue cpeacTna).

[Ipu okxazaHuM CTOMATOJIOTUYECKON MMOMOIIY BaKHO TECHOE B3aMMOJCHCTBHE Bpaya-cTOMAaToJora u
Bpaya-remMarosiora. YJaajieHue 3y0a WM XHUPYPrU4ecKHe MPOLEAYPhl BBIMONHATH MOJ CTPOTUM
KOHTPOJIEM reMOCTa3a U Mociie KOHCYIbTAlluU Bpada-reMaTosora.

[Ipy npoBeneHHH CTOMATOJOTHYECKHX MPOLEAYp BO3MOXKHO IPUMEHEHHE TpPAaHEKCAMOBOM
KUCTOTBI** (3a UCKIIIOYeHHeM JeTel muazmie 1 roga) win Apyrux aHTU(GUOPHUHOIUTHIECKUE CPEICTBA C
LEIbI0 YMEHBIIEHUS HEOOXOJWMOCTH B 3aMECTUTEIBHOU Tepamuu ()aKTOpaMu CBEpPTHIBAHHS KPOBH.
B03MOXHO HCHONB30BaHUE TEMOCTATUYECKHX CPEACTBA JUIsi MECTHOTO MPUMEHEHHs IOCle YAaleHus
3yooB. Ilpu OOMIMPHBIX CTOMATOJOTHMYECKUX Mpoleaypax (HAJIOKEHUE IIIBOB, MHOXKECTBEHHAas
AKCTPAKIIHS 3yO0B) MOXKET MOHAAO0UTHCS TOCTIMTATH3AIMS MTAIIEHTa B CTAI[HOHAp.

Crnenyet Bo3aep:xartbcest oT mpumeHeHust HIIBII, ocobeHnHo aneTuincanuiuioBoi KUCIOTHI**.

Oco0oro BHUMaHus TpeOyeT MpoUIaKTHKA BO BPeMsI CTOMATOJIOTUYECKUX MPOIIeAyp Y HAIllHEHTOB
¢ uaruoutopamu Kk paxropy VIII/IX.
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7.3. 'eMo(pniiusi y HOBOPOKAEHHBIX

IIpu pemenun Bompoca O crnoco0e poaopaspelleHHs] (BarMHAJbHOE WM OIEPAaTUBHOE), €CIU
OKHJIaeTCsl pOKICHUE pebeHKa ¢ remModuineil, Heo0XouMo BbIOpaTh HanboJiee aTpaBMaTHYHBINA CHIOCO0.
BaKYYMBKCTpaKHI/IH SIBISETCS OIACHOM W HE AO0JDKHa IMPOBOJUTHCA B OTHOIICHHU IIOJOB, Y KOTOPBIX
nono3pesaetcs remoduius. [locie pomopaspernienus xxenareabHo 0To0paTh 0Opa3ell MyrmoBUHHON KPOBU
B MPOOHMPKY C LUTPATOM HATPUs IS ONPENENICHUS] aKTHBHOCTH (PAaKTOPOB CBEpTHIBaHUS KpoBHU. llpm
OIIGHKE Pe3yJIbTaTOB HEOOXOIUMO YYUTHIBATh BO3PACTHBIE 0COOEHHOCTH. J[0 MOMEHTa JMAarHOCTUKH, y
HOBOPOXKJICHHBIX C OXKHIaeMOW reModuiueil kenaTebHO BO3JACPKATHCSA OT BEHEIYHKIHH (TOJIBKO JIst
JMAarHOCTHKH reModuinn), 0T0opa 00pa3ioB KaMWUIIPHON KPOBHU U APYIHX MHBA3UBHBIX MaHHITYJISIUI.

7.4. IIpoBeeHue 1a00PATOPHBIX UCCIACTOBAHUM

JlaGopaTopHble aHAJIM3bI JIEKAT B OCHOBE JIMArHOCTHKU U KOHTPOJISl y MAlMEHTOB C TeMO(UINEH.
TpebGoBaHMs K yCIOBUSIM U TEXHUKE 0TOOpa 00pa3lioB U BHINOJIHEHUS UCCIEI0BAaHUN HE OTIMYAIOTCS OT
CTaHJapTHHIX. BakHBIM acriekToM J1ab0opaTOPHBIX MUCCIEAOBAHUM SIBIISIETCS y4acTUE B CUCTEME KOHTPOJIS
kauecTBa. [Ipu auarHoctTrke reMo(UiINKM ONTUMAIBHO Y4aCTBOBATh HE TOJIBKO B TOCYAAPCTBEHHOM, HO U
B MEXIYHapOJHOW CHCTEME KOHTpOJII KauyecTBa JabOpaTOPHBIX HCCIIEIOBaHUM, OXBaThIBAIOIIEH
OCHOBHBIE KOAryJIOJIOTHYECKHE MTapaMeTPBbI.

7.5. BakuuHanusa

[NaruenTsl ¢ reModuiueil MOTYT ObITh BakKIUMHUpPOBaHbl. (OCOOEHHO Ba)XXKHO MPOBEACHUE
BakIMHaIMK oT renatuta B. Ilpu BakumHanmuu mpeanoyTeHue OTAAETCS OpPaJbHOMY WJIM MOIKOKHOMY
BBEJICHUIO TIperapara, 1Mo CPaBHEHHIO C BHYTPUMBIIIEYHBIM WM BHYTPUKOXHBIM. Ecnu s maHHOM
BaKIIMHBI JIOCTYIEH TOJBKO BHYTPHUMBIIIEUHBIN MyTh BBEJICHHs, HEOOXOUMa 3aMEeCTUTENbHAST Tepanus
JUIs TPENOTBpAIICHUs] Pa3BUTHUA TeMaTOMbl. B 3TOM ciydae 3aMeCTUTENbHYIO TEpanuio MPOBOJIST
HaKaHyHE BakI[MHaIMK. B eHs BakuMHanuu BBEACHUE MpenapaTa He pekoMenyercs. Henb3s mpoBoauTh
BaKIIMHAILIMIO BO BpEMSI KPOBOTEUEHHUSL.

7.6. HexxenaTejibHasi MeIMKaMEHTO3HAsI Tepanusi

He pexkoMmeHI0BaHO NpUMEHEHHE MPEnaparoB, YXyAWIAOUMX (YHKIUIO TPOMOOLMTOB WU
CBEPTHIBAHUS KPOBH.

[IpuMeHeHne TaKUX MpernapaToB MOXKET MPUBECTU K Pa3BUTHUIO TSHKEIBIX KPOBOTEUYEHUN, KOTOPHIE
HE KOHTPOJHUPYIOTCS BBeleHUEM (PaKTOpPOB CBEpThIBaHUS KpoBHU. OHAKO, pa3BUBIIUICS TPOMOO3 MOXKET
noTpedoBaTh NPUMEHEHUS AaHTHUTPOMOOTHYECKUX cpelncTB (antukoarymsHroB, BOl1A mo ATX
knaccudukanuu). [lpennourenne Hamo oTHaBaTh MpemapaTaMm KpaTKoBpeMeHHoro aercTBusa. Kaxmwiid
pa3 HeoOXOUMO aHATU3UPOBATH COOTHOIIEHUE TMOJB3bl U PUCKA OT MPUMEHEHHS] aHTUTPOMOOTUYECKHUX
CPEICTB (aHTUKOATYJISIHTOB U MHTMOUTOPOB arperai TPOMOOIIUTOB).

7.7. O0y4eHHe NALMEHTOB M YJIEHOB UX ceMeil

OOyueHne NalMEeHTOB M WIEHOB MX ceMeil — Heo0XoaAuMoe ycloBHEe oOecreueHHs aJeKBaTHOM
MIOMOIIY TaKUM O0JIbHBIM. O0ydyeHre HauMHaeTC sl cpa3y MOocje YCTaHOBIICHUS TMarHo3a U MpOBOJUTCS Ha
MIOCTOSIHHOM OCHOBE BpauaMu M MEMIIMHCKUMH CECTPaMH LIEHTPa, B KOTOPOM HaOIr01aeTcs MaIHeHT.

OOyueHne NpOBOIUTCS MHIUBHIYaIbHO IMPH TOCEIIEHHHM LIEHTPa M B paMKax IIKOJbI OOJbHBIX
remouiIne.

OcHOBHBIE HaNpaBJIeHUs 00YUEHHs MMAlMEHTa U YIEHOB €r0 CEMbHU:

- YTO TaKO€ reMo(uIIus;
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- 0COOCHHOCTH JeTe, O0JIBHBIX TeMOo(uITneii;

- HaBBIKU OIICHKH COCTOSIHUS pEOCHKa;

- HaBBIKU OIICHKH CUMIITOMOB, XapaKTepa U TSHDKECTH KPOBOTCUCHHS;
- XpaHEHHE U UCIOJIb30BaHue (PaKTOPOB CBEPTHIBAHUS KPOBH;
- IOKA3aHUs U JI03bI 3aMECTUTEIILHON TEPaIH;

- HaBBIKHU MPOBE/ICHHUS MH(Y3HH B JOMAIIHUX YCIOBHSIX;

- YXOJI 32 BEHaMH;

- IPUMEHEHUE JPYTUX TeMOCTATHYCCKUX CPEJICTB;

- (u3mueckast aKTUBHOCTB;

- ICXOJIOTUYECKas U COIMAIbHAs aJIallTallus;

- mpogeccruoHaNbHAs OPUEHTALHS;

- FOPUIMYECKUE ACTICKTHI.

[Tomumo Bpaueld u Mencectep K OOYUEHHUIO MALMEHTOB U WIEHOB MX ceMeld HeoO0X0IuMo
MpUBJIEKaTh MEAUIMHCKUX TICHUXOJIOTOB, IOPUCTOB U YJIEHOB OOIIECTBEHHBIX OpraHU3alui,
MIPEICTaBIISIOIINX HHTEPEChl OOJIbHBIX TeMO(UITHEH.

Kpurepuu oueHk KayecTBa MeIMUUHCKON MOMOLIHU

N Kpurepun kauectsa YpoBeHb JOCTOBEPHOCTH YpoBeHb yOeaUTETbHOCTH
JI0Ka3aTeJIbCTB PEKOMEHTalnit
1. [Tanmenty ¢ momo3peHueM Ha|5 C
reMoQUIInIo 160 c

BepuuIIMpOBaHHONW  TeModunen
BBITIOJTHEHBI 00NN (KIIMHAYECKU )
aHaM3 KPOBM M HCCICIOBaHUE
YPOBHSI TPOMOOITUTOB B KPOBU

2. [Tanmenty ¢ momo3peHueM Ha|5 C
reMoQUIInIo 160 c
BepuHUIIMpOBaHHONW  TeModuinen
BBITIOJTHEHA Koarysjorpamma

(OPHEHTHPOBOYHOTO HCCIICIOBAHUS
CHCTEMBI TE€MOCTAa3a), BKIIFOYAFOIIAs
AKTUBUPOBAHHOE YaCTUYHOC
TPOMOOTUIACTHHOBOE BpeMsI
(AYTB), nmpoTpoMOHWHOBOE BpeMs
(I1B), TpombOuuoBoe Bpems (TB),
KOHIICHTpammi ¢GudpuHOreHa (1o
Knayccy)

3. [TanmeHTy ¢  remMopparu4eckuM |5 C
CUHAPOMOM M yanuHeHHbIM AUYTB
IpU TOJO3PEHHH Ha TeMOQUINIO
BBIIIOJIHEHO HCCIIEJOBAaHUE KpPOBU
JUIA  TUAarHOCTUKU  BPOYKIECHHOTO
neduuuTta (GakTopoB CBEPTHIBAHMS,
BKJIKOYAIOLIEE oIpeneIeHue
akTUBHOCTH  Qakropa VIII B
CBIBOPOTKE KpOBH, OIIPEIEICHUE
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akTUBHOCTH  ¢(aktopa IX B
CBIBOPOTKE KPOBH

4. [ManmenTy C reModuiuei | 5 C
IIpOBEICHA cnienupuveckas
3aMeCTUTEIbHAS Tepanus

(axTOpamMu CBEpPTHIBaHHS KPOBU
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Koudnukt naTepecon: oTcyTcTBYeT

[Tpunoxenne A2
MeTtonoJsi0orusi pa3padoTku KIMHUYECKHX PeKOMeH AU

I_le.ueBaﬂ AYAUTOPUA JAHHBIX KIIHHUYECCKHUX peKOMeHI[aIII/Iﬁ:

. Bpaun-remaronoru

. Bpauu-niequatpsl

. Bpauu-tepanesTsl

. Bpauu-xupypru

. Bpauu-cromarosoru

. Bpaun-oTopuHOJIapUHTOIIOTH

. Bpauu — TpaBMaTOJIOrH-0PTOIIEBI

~N NN kW=

MeTOI[])I, HCIIOJIB30BAaHHBIC IJIH cﬁopa/ce.ﬂelculm AOKAa3aTeJIbCTB:

ITouck ny6nm<au1/n71 B CHCHHUAIM3UPOBAHHBIX IHNCPUOIUYCCKHUX IICYATHBIX H3JAHUAX C HMIIAKT-
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¢daxTopom > 0,3.
[Touck B 37IeKTPOHHBIX 0a3ax JTaHHBIX.

ba3bl JaHHBIX, HCII0JIBL30BAHHBIX JJIA cO0pPa/ceIeKIUN 10KA3aTeJIbCTB:

JlokazarenbHOM 0a30i Ui peKOMEHIAIMd SBJISIOTCS MyOJIMKAIMK, BOIIECAIINE B 0a3bl JAaHHBIX
PUBMED, MEDLINE, KokpanoBckoii 6nbnuoteku. [Tonck npoBoausiics Ha riryouny 6osiee 20 er.

MCTOI[I)I, HCIIOJBb30BaHHBIC IJIF aHAJIHN3a J0KA3aTECJIbCTB:

- O030pBI METaaHAIHM30B, PaHAOMH3UPOBAHHBIX MPOCIIEKTUBHBIX KOHTPOJIHUPYEMBIX MEPEKPECTHBIX
KJIINHUYECKUX UCCIIEA0BaHUM.

- O030pbI ONMyOIMKOBAHHBIX UCCIIEJOBAHUN CITy4aii-KOHTPOJIb WJIK KOTOPTHBIX UCCIIEJOBAHUIA.

- Cucremaruueckue 0030pbI ¢ TAOJIUIIAMH JTI0KAa3aTEIIbCTB.

MeTOI[I)I, HCIIOJB30BAaHHBIC IJIF KaYeCTBA U CUJIbI J10KA3aTEC/IbCTB.

- KoHceHcyc akcnepToB;
- OneHka 3HAYMMOCTH JI0KA3aTEIbCTB B COOTBETCTBUU C PEHTHHTOBOM CHUCTEMOU yOEAUTEIBHOCTH
J0Ka3aTeNnbCTB (Mpuiioxkenue 1).

MeTomonorusi pa3zpaéoTKku peKoMeH/ 1A Mii:

Onwucanue METOIMKY aHaJIM3a IOKAa3aTeIbCTB U Pa3pabOTKH pEKOMEHIANH

[Tpu otGope myOMMKanWi, Kak MOTCHIUAIBHBIX MCTOYHHUKOB JOKa3aTENbCTB, MCIOJIb30BaHHAs B
KaX/JIOM HCCIICJIOBAaHHH METOJOJIOTHS JIOJDKHA OBITh H3ydeHa /ISl TOro, 4YTOObI YOEOuThCS B
COOTBETCTBUH €€ TNPUHIUIAM J0KA3aTeNIbHOW MEAWIUHBL. Pe3ynbTaT W3ydeHHs BIIMSET Ha YPOBEHD
J0Ka3aTeIbHOCTH, IPHCBANBAEMBIN ITyOIMKAIIMN, YTO B CBOIO OYEpEIb BIUSET HAa CHITy BBITCKAIONINX U3
Hee PEKOMEH/IAINH.

Mertopaonorudeckoe nzydeHne (Gpokycupyercss Ha 0COOCHHOCTSIX JM3aiiHa MCCIIEAOBaHUs, KOTOPhIC
OKa3bIBAJIM CYNICCTBEHHOE BIMSIHUE HA KAYECTBO PE3YJIbTaTOB U BHIBOJIOB.

C 1eNbo UCKITIOYEHUS BIIUSHUS CYOBEKTUBHBIX (PAKTOPOB KaXkKJI0€ UCCIICIOBAHUE OIICHUBACTCS, KaK
MUHUMYM, JByMsl HE3aBUCHMBIMH YJICHAMH aBTOPCKOTO KOJUICKTHBA. Pa3nyus B OlleHKE 00CYKIAr0TCs
Ha COBEIIAHUAX PadOUEH IPYIITBI ABTOPCKOTO KOJUICKTHBA TAHHBIX PEKOMEHIAITHA.

Ha ocHOoBaHMM aHaiiM3a JOKa3aTelbCTB pa3padOTaHbl pa3lielibl KIMHUYECKUX PEKOMEHIAIMNA C
OIICHKO# CHJIbI B COOTBETCTBUHM C PEUTHHIOBOM CHUCTEMOU Ipajalluii TOKa3aTeIbHOCTH PEKOMEHAIHA
(mputoxeHue 2).

MeTtoambl, HCIIOJIB30BAHHBIE 1151 (POPMYIMPOBAHUS PEKOMEHAALMUIA:
- KoHceHcyc akenepToB.

- OueHka 3HAYMMOCTM pEKOMEHJauuid B cOOTBETCTBMM € PEWTUMHIOBOM CHCTEMOW rpafaruii
JIOKA3aTeJIbHOCTH PEKOMEHIAIU .

MeTomo/i0rus BaJIUAN3ANMHA PEKOMEHIALMIA:

MeTOI[])I BaJINJN3alllN peKOMeHHaHHﬁZ

- BHemHs1s okcnepTHast OLEHKa.
- BHyTpeHHss oKcniepTHAs! OLIEHKA.
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Onucanue MeTOAMKHU BAJTHIU3ANUMA PEKOMEHAALMIM:

Pexomennanuu B peBapuTEIbHON BEPCUH PELICH3UPYIOTCS HE3aBUCUMBIMH JKCIIEpTaMU, KOTOPBIX
MIPOCAT NPOKOMMEHTHPOBATh, HACKOJbKO KAYECTBEHHO MHTEPIPETUPOBAHBI JOKA3aTebCTBA U
pa3paboTaHbl peKkoMeHIanuu. Taxke MPOBOAUTCS IKCIIEPTHAS OIIEHKA CTUIIS U3JI0KEHUSI PEKOMEH A
U UX JIOCTYITHOCTH JUIsl IOHUMaHMUS.

[IpenBapuTenbHble BEpPCUM PEKOMEHAALUWN TPEICTABISIOTCS Ui OOCYXKJEHUS Ha HayYHBIX
reMaToJIorH4eckux KoH(epeHuusax HalnoHanibHOr0 reMaroJIorHYeckoro oOLecTBa M 3aceJaHusX
[IpodunbHoit kommccun 1o ['emaromormu, PabGouelt rpynmbel 1O  pa3pabOTKe KIMHUYECKUX
pexomenaauuii ['emaronornueckoro Hay4qHOro II€HTpa, BEIYLIIUMHU CHEMUAINCTAaMU MPOQUIbHBIX
®enepanpHbIX HEHTPOB PO u mpakTHYECKUMH BpadyaMHu.

N3y4aroTcsi KOMMEHTapuu CO CTOPOHBI Bpayeil-reMaTojoroB amMOyJaTOPHOTO M CTAallMOHAPHOTO
3TaroB B OTHOIIEHUH JOXOIYMBOCTU U UX OLIEHKH BaXKHOCTH PEKOMEHJAINI Kak paboyero HHCTpyMeHTa
ITOBCETHEBHOM ITPaKTUKH.

3ameuaHuss ¥ KOMMEHTApUH, MOJYyYEHHbIE OT HKCIEPTOB, TIIATEIBHO CUCTEMATU3UPYIOTCA H
00CY)XJatoTCsl aBTOPCKUM KOJIJIEKTUBOM. IIpu HE0OXOIMMOCTH MpPOBOJIUTCS BHECEHHWE U3MEHEHUH U
JIOTIOJTHEHUM B TEKCT PEKOMEHIAIIHI.

OxoHuaTeJbHasi pelaKIus:

21.]'[5{ OKOHYATEIILHOM PEAAKIIMK W KOHTPOJIA KadeCTBa PEKOMCHAAIMM IMOBTOPHO aHAJIU3UPYIOTCA
YJIeHaMU aBTOPCKOTO KOJIJIEKTUBA, JJISl MOATBEP>KICHHSI TOTO, YTO BCE CYIIECTBEHHBIE 3aMEYaHHs U
KOMMEHTapUH SKCIIEPTOB MPHUHATHl BO BHUMAaHHUE, PUCK CHUCTEMAaTHUECKHUX OLIMOOK IMpH pa3paboTke
CBEICH K MUHUMYMY.

OxoHuaTenbHas pelaklius KIMHUYECKUX PEKOMEHJAIMi paccMaTpUBAIOTCS U YTBEPXKIAIOTCS Ha
3acemanun [IpodumnpHoli kKomuccuu 1o I'emaronoruu, PaGodeit rpynmbl mo pa3pabOTKe KIMHUYECKHX
pexomeHaanuii I'eMaTosornyeckoro Hay4yHOro LIEHTpa, W B 3aK/IIOUYEHHWH, HAa KOHIpecce (chesne,
IJICHYME) HallUOHAJIIBHOTO T'eéMaTOJIOTHYECKOTo 00IIEecTBa.

Taoauna A2.1. [lIkajsa oueHKH YyPOBHEH J0CTOBEPHOCTH JAoka3aTejabeTB (Y1)
JJI51 METOI0B TUATHOCTUKHU (IHUATHOCTUYECKHX BMEIIATEIbCTB)

Y1 Pacmudposka

1 Cucrtemaruveckue 0030pbI HUCCIEAOBAHUA C KOHTPOJEM pPe(EepeHCHBIM METOJ0M WM
CHCTEMATHUYECKHI 0030p PaHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIICAOBAHUIN C MPUMEHEHHEM
MeTaaHaIm3a

2 OtnenbHBIE HCCIENOBAaHUSA C KOHTpOJeM pedepeHCHBIM METOJIOM WM  OTAeIbHbIC

PaHAOMU3BHUPOBAHHBIC KIIMHHUYCCKHUC HCCJIICOOBaHUA n CUCTCMATHYCCKHUC O630pbl
HCCIIeJOBaHUI 000r0 HH3aﬁHa, 3a MUCKIKUYCHUCM PpPaHAOMU3BUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPUMCHCHUECM MCTAadHAJIN3a

3 HccnenoBanus oe3 MOCJICA0OBATCIIBHOI'O KOHTPOJIA pe(bepeHCHBIM METOJ0OM HJIK UCCIICOOBaHUA
C pe(l)epeHCHLIM MCTOAOM, HC ABJIAIOIHUMCS HE3aBUCHUMbIM OT HCCICAYECMOTO MCTOHA WJIN
HCPpAaHAOMU3HUPOBAHHBIC  CPABHUTCIIBHBIC  HCCJICAOBAHUA, B TOM  YHCIC  KOI'OPTHBIC
HUCCICIOBaHUA

4 HCCpaBHI/ITCJ'ILHLIC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydyasd

Hmeetcs nmuinbs 000CHOBaHUE MEXaHHU3Ma JENCTBUS UM MHEHHE OKCIIEPTOB
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Tadamna A2.2. llIkana oueHkH ypoBHe#l A0CTOBepHOCTH Ao0ka3arTeabcT (Y1)
A1 MeTOAO0B NPOQHIAKTHKH, JeYeHHs] M peadmauranuu (NMpoQPHIAKTHYECKHX,
JIe4yeOHBIX, peadMIMTALMOHHBIX BMEIIATEIbCTB)

Y PacumdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem meraananusa
2 Otnenvabie PKM u cucremarmueckue 0030pbl  HCCIEAOBAaHWN JIFOOOTO JM3aifHa, 3a

ncxinouennem PKH, ¢ npuMenennem meraanaimsa

HepaHILOMI/ISI/IpOBaHHBIG CPaBHHUTCIIBHBIC UCCICAOBAHUS, B T.4. KOTOPTHBIC UCCICIOBAHUA

4 HecpaBHuUTENbHBIC WCCIICIOBAHUS, ONWCAHUE KIMHUYCCKOTO CIydas WJIH CEPHH CIIy4aes,
uccaeaoBaHus "'ciydai-KOHTPOJIb"

) Nmeercs numb 000CHOBaHME MeEXaHHW3Ma JIEMCTBUSL BMEIIATENbCTBA  (JOKIMHUYECKHUE
WCCIIEIOBAaHUS) UM MHEHHE SKCIIEPTOB

Taoauna A2.3. [lIkasa oneHKH ypoBHeH yoeauTeibHOCTH pekoMenaauuii (YYP)
AJsi  METOAO0B MNPOPWIAKTUKH, [IUMATHOCTHKH, JiedeHUs] W peadUIMTANUMN

(mpoduIaKTHYECKHUX, TUATHOCTHYECKHX, Jie4eOHBbIX, peadmINTANMOHHBIX
BMEHIATEJIbCTB)

YVP Pacmudposka

A CunbHast pekoMmeHamusi (Bce paccMarpuBaemble KpuTepun dPGEKTUBHOCTH (HCXOIBI)

ABJIIIOTCA BaXXHBIMHM, BCC HCCICA0OBaAaHHMA HMMCIOT BBICOKOC UM YAOBJICTBOPHUTCIBHOC
MCTOJAOJIOTHYCCKOE KadY€CTBO, HX BbIBOAbI IO HMHTCPECYIOIIMM HCXOAaM  SABJISAIOTCA
COFJ'IaCOBaHHBIMI/I)

B VYcnoBHas pexomeHaalus (HE BCe paccMaTpuBaeMbie KpUTepud IPGHEKTUBHOCTH (HMCXOJIbI)
SIBIISIIOTCSL Ba)KHBIMH, HE BCE HCCIICJOBAaHUS HMMEIOT BBICOKOE WIJIM YIOBIECTBOPHUTEIHHOE
METOJIOJIOTHYECKOE KAYeCTBO /WM WX BBIBOJBI 110 MHTEPECYIONIMM HCXOJaM HE SIBIISIOTCS
COTJIACOBAHHBIMHU )

C Cnabas pexomeHaanus (OTCYTCTBHE JIOKa3aTeIbCTB HAQAJEXKAIEro KadecTBa (Bce
paccmatpuBaeMble KpuTepud dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXHBIMU, BCE
HCCIIEIOBAHUSI UMEIOT HU3KOE METOA0JIOTMYEeCKOe KaYeCTBO M UX BBIBOJIBI 10 MHTEPECYIOIIUM
MCXOJIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU)

Iopsinok 00HOBJIEHHS KIMHUYECKHX PeKOMEeH AU

MexaHu3M OOHOBIJIEHHS] KIMHMYECKMX PEKOMEHAALMH IpelycMaTpUBaeT UX CHCTEMaTUYEeCKYIO
aKTyaJIM3allAI0 — HE PEKE YEM OJIMH pa3 B TPU rojia, a TAK)Ke MPHU NOSIBJICHUN HOBBIX JaHHBIX C MO3ULUU
JI0Ka3aTelbHON MEIUIMHBI MO BOMPOCAaM JWATHOCTHUKH, JICUCHMs, NPOPHUIAKTUKHA M peadHIUTaLUuu
KOHKPETHBIX 3a00JIeBaHUM, HAMYUU OOOCHOBAHHBIX JOMOJHEHHUI/3aMEeYaHUi K paHee yTBEP>KICHHBIM
KP, Ho He yame | pa3za B 6 MecsLEB.
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ITpunoxxenne A3

CrnpaBouyHble MaTepHaJbl, BKJIKYAsl COOTBETCTBHE MOKA3aHUI K IPUMEHEHHIO U
NPOTHBONOKA3aHUI, CIOCO00B IPUMEHEHHS U /103 JIeKAPCTBEHHBIX NPenapaTos,
HHCTPYKUMH [0 NPUMEHEHHUIO JIeKAPCTBEHHOI0 Npenapara

[Tpunoxenue A3.1

PexoMeHnayemMasi aKTUBHOCTD (PAaKTOpPa M NPOAOKUTEIbHOCTH TEPaNUu PH
Pa3IMYHBIX BUAAX KPOBOTEYCHUI

Bun xkpoBoTeueHus lemodunusa A I'emodunus B
[leneBas akTuBHOCTH (hakTopa | JJIUTETHHOCTH LleneBas JnurenbHOCTH
VI, (%) nedeHwust, (JIHN) AKTHBHOCTh nedeHwust, (IHN)
daxropa IX, (%)
I'emaptpo3 40-60 1-2 u Gonee 40-60 1-2 u Gonee
MeKMBIIIIEYHBIE TEMAaTOMBI 40-60 2-3 u Ooiee 40-60 2-3 u 6oree

3abpromHHAas TeMaToMa

HaYaJIbHAs 80-100 2-3 80-100 1-2
IO JICPKUBAOITIAs 30-60 3-5 u Oounee 30-60 3-5 u Oouee

BuyTpuuepennoe KpoBOU3IHSIHIE

HavaibHas 80-100 1-7 60-80 1-7
IO JICPKUBAOITIAs 50 8-21 -40 8-21
KpoBousnusiHuE B IICHO U TOPIIO

HayanbHas 80-100 1-7 60-80 1-7
IO ICPKUBAOITAs 50 8-14 -40 8-14
KKT kpoBoTeueHue

HayanbHas 80-100 1-3 60-80 1-3
O ICPKUBAOIAs 50 4-14 30-40 4-14
[ToueuHoe KpoBOTEUCHHE 20-30 3-5 20-30 3-5
OnepatuBHOE JIeYCHHE

npeAonepaluoHHas 80-100 1 60-80 1
nocieonepauoHHas 40-60 37-14 30-50 37-14
KpoBoTeuenue U3 cnu3UCTHIX OJIOCTH PTa

HavanpHas 60-80 1 50-70 1
MOIIEP>)KUBAIOIIIAs 50 1-3 u Gonee 30 1-3 u Gonee
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[Ipunoxenue b

AJITOPUTMBI 1eHCTBUI Bpa4ya
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IIpunoxenue B

HNudopmanus 1 naumeHra

[Tpunoxxenue B1

OO0pa3zen NpoToKoJ1a MPOBeEJAEHUS 3aMeCTHTEJIHLHOMH/TeMOCTATHYeCKOl Tepanuu pakTopamMu
CBEPTHIBAHMSA KPOBH B JOMALIHUX YCJI0BUAX

[IpoTokon
3aMeCTUTEIbHON/TEMOCTaTHUECKOHN Tepanuu paKTopaMu CBEPThIBAaHUS KPOBU

3a 202 rona

d.1.0. 6oapHOTO

Bec (xr)
Hata poxaeHus Tem.
Jlnarsos
N o\ MOKa3aHus THUII Hata HaumeHnoBanue Jo3a Kimmanueckuit
(npoduakTrKa/ | KPOBOTEUEHHUS | BBEICHHUS mpenapara | mpernapara, s dexr
KPOBOTEUCHHC) (ecmn ME
TIPUMEHUMO )
1.
2.
3.
4.
narta TIOJIMKCH TTAIUEeHTA

OpueHTHPOBOYHBIE H03bI, HEOOXOAUMBIE ISl BBEACHUSA:
KpoBomnusiHue B cyctan: 20-40 ME/kr macchl Tena
remaroMa MsATkux Tkanei: 20-40 ME/kr maccel Tena
rematypus (kpoBb B Moue): 10-15 ME/kr maccsl Tena
KPOBOTEUEHHUE U3 CIU3UCTHIX (HOCOBOE, IeCHEBOE, TyHOUKoBOE): 20-30 ME/Kr Macchl Tena
3abpromuHHas rematoma: 40-50 ME/kr macchl Tena (HeMeAJIeHHO 00paTUThCS K Bpady)
kumeyHoe kpooTteueHue: 60-80 ME/kr Macchl Tena (HeMeuIeHHO 00OpaTUThCs K Bpauy)

Baumanue!

Bpoauts (baKTopLI CBCPTBIBAHU KPOBU HGOGXOJII/IMO B CaMOM Haydaji€ KpOBOI/I3JII/IHHI/IH!

JIns KOHCynpTaluil 3BOHUTS T10 TEJ.
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ITpunoxxenue B2

Oﬁpa3eu I/IH(l)OpMI/IPOBaHHOFO corjacusi 00JbHOTO HA MPOBE€ACHUEC TOMAIIHETO JICYCHUSA

VHOOPMVMPOBAHHOE COIJIACKE BOJIBHOT'O HA IIPOBEJIEHME JOMAIHEI'O JIEUEHWA
A,

4 coryaceH, UYTO MOe ydacTue B IIpoI'paMMe IOMAallHET'O JieueHMS HaKJlanelBaeT Ha
MEeHS cJenywouye OOSI3aHHOCTN:

NIPOXOIOUTE BCe HeOOXOoIMMEE JiabopaTOoOpHEE OOCJIemOBaHMUS;

JleyeHMre IMPOBOAUTL CTPOT'O IO PeKOMeHIaluM Bpaua;

exeMeCs4YHO BaloJIHATL U CclaBaThb I[IPOTOKOJIEI BBeleHUS GaKTOPOB CBEPTHBAaHUSA
KPOBU;

B ciyuyae HaCTYyIJIeHUS OCJIOXHEHUM WUV OTCYTCTBUS KJIMHUYECKOTO
sdbexTa HeMeOJIEHHO obpamaTrbCcs
B <*>

B CcJlyyae HEBBIIIOJIHEHMS MOMX OOS3aHHOCTENM, BpaduebHEIX pPeKOMeHIalul WJIn

obcyienoBaHMM MOe ydacTMe B INpoI'paMMe IOMallHET'O JieueHusa OyneT NpekpalleHOo.

naTa MNOONMCEL IIaluMeHTa

<*> Ha3BaHue MEAUIIMHCKON OpraHu3aln, ee aapec u TeaedoH.

[Tpunoxenue B3

Oopa3zen MHGPOPMHUPOBAHHOIO COTJIACUSA POAMTENIeH (3aKOHHBIX MpecTaBuTe/eil) pedeHKa Ha
NpoBe/iecHUE I0MAIIIHEro JieYeHus!

MHOOPMVMPOBAHHOE COIVIACUE POIUTEJIEM  (3AKOHHHX [PEICTABUTEJIEV) PEBEHKA HA
[NPOBEJEHVE JOMAIMHET'O JIEUEHUA

A,

(®./1.0. HOJHOCTBHI, CTENeHb POACTBa MJIM CTATyC)

corJlaceH Ha ydacTue Moero pebeHKa

B I[OpoTpaMMe poMamHero JiedeHMs. O BOBMOXHEIX HeXeJIaTeJIbHEIX SBJIEHUSAX U
pe3ynbTaTax JiedeHuda OpenynpexneH(a). O HeoOxXxomMMOCTM COONOIATE I'padux
HabOmoneHnsa ¥ J1abOopaTOPHEIX OOCJeIOBaHMY NpenylpeXxIeH (a) .

g MIMEIO BOBMOXHOCTb BBOIUTH 5TOT IpenapaTr IO MeCTy XUTeJbCTBa U
O3HAKOMIIEH (a) C OpaBullaMM €TI0 BBeIeHUd. S MHOOPMMPOBAH (a) O HeOOXOIVMMOCTN:
NpOBOIONTE pebeHKy CBOEBPEMEHHO BCe HeOOxOoIuMble JjlabopaTOopHBlE OOCJIeNOBaHUA;
JledeHMe NPOBOAUTL CTPOTO IO PeKOMeHIaluM Bpada;

eXeMeCsa4YHO SBaloJIHATh UM CHaBaTb [IPOTOKOJIEL BBEIOEeHMUS IpelapaToB;

B cJlydyae HaCTyIJIEHMS OCJIOXKHEHUM WM OTCYTCTBMSA KJIMHMUYECKOTO 5bdexTa
HeMeIJIEHHO ofpalaTbeCca
B <*>

B CJlyyae HEeBBIIOJIHEHMS MOMX OO0S3aHHOCTelM, BpaudueOHEIX pPeKOMeHIOaluM WK

obcyiemoBaHMM ydacTme Moero pebeHkKa B 2 IOpoTpaMMe IOOMAallHETO JiedueHMrs OymeT
npekpameHo .

InaTa IIOONMCh IIalMeHTa
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<*> Ha3paHune MEIUIIMHCKOW OPraHU3aIiH, €€ aJipec U TeIe(OoH.

[Tpunoxxenue B4

ITacmopT maumeHTa ¢ remopumnen

[Tacmopt GonbpHOTO TemMo e

Bnagenerny naHHOTO JOKyMEHTa CTpajaeT

(0] Damunmus
0 Nmsa
T OT4ecTBO
0 Hata poxaeHus
Temn.
Hom. agpec
M.IL
Brigan

JlelicTBUTEIIEH JI0:

Bpau ( )
TToamuce )5(0)

IIOHV)KEHHOW  CBEPTBHIBAEMOCTBIO  KPOBH, IIOJIy4aeT
BHYTPUBEHHbIE MHBEKLIUU AHTUTEMO(DUIBLHBIMU NpenaparaMu. [Ipy HeM MOryT OBITH JIEKApCTBEHHBIE
Ipenaparsl U CpeACTBa I UX BHYTPUBEHHOTO BBEJCHUSI.

N
Tun remodummmn VYposens (akTopa:
A B
FVIII FIX
Hannuue narnburopa BE

HanmenoBaHue u azpec MEIUITUHCKON
OopraHu3alun

['pynmna kpoBu Pesyc-daxTop

bonesnr Bunnebpanma:
FVIII % VWF %

B OKCTPEHHBIX CUTYALIUAX:

obecrevnThb BHYTPUBEHHYIO HUHBEKIUIO
AHTUTeMO(UIIBHBIX MTPEMapaToB

obecreynTh TPAHCIOPTUPOBKY B Oimkaiiiiee
CHeIalu3upOBaHHOE MEAMIIMHCKOE
YUPEKICHHUE

[TO3BOHUTEL MO TeL.: ()

JUISL SKCTPEHHOM MEIULIMHCKOMN
KOHCYJIbTALIUU
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[Ipocum Bcex oka3bIBaTh HEOOXOAUMOE
coaencreue!

[Manentam ¢ remodunreit 1 60JI€3HBIO
Bunneopanna [IPOTUBOIIOKA3AHO:

- ACIIUPHH

- BHYTPUMBIIICYHBIC HHBCKIIUN

[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BONIPOCHUKH U APYIrHe OLeHOYHbIe HHCTPYMEHThI COCTOSIHUS
NAMEHTA, IPUBEICHHbIC B KIMHUYECKUX PEKOMEHIANUIX

Hogeie, nuznannsie B 2020-2023 rr. 1 odunmanbHo yrBepKAEHHbIE MuH31paBoM PO,
KIIMHUYECKHe peKOMeHAalnU (pyKOBOJICTBA, MPOTOKOJIbI JIEYEHHS) — HA HAIllEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau roe-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuaraH, JaHHoe m3o0paxenue QR-koma
ITOMO>KET BaM OBICTPO MEPEHTH 110 CCHUTKE ¢ OYMaXKHOM KOITUU — B HEM HAXOJIUTCS Ta CChLIKA.
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