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INIOCTAHOBJIEHME MUHHCTEPCTBA 3]IPABOOXPAHEHU I
PECITYBJIMKU BEJIAPYCH
29 uromns 2022 r. Ne 80

(0 1] YTBEPKACHUHN KIUMHUHYCCKUX MPOTOKOJ0B

Ha ocHoBanuu a63ara aeBsiToro 4actu nepBoi ctathu 1 3akona PecrnyOmmku benmapych
or 18 mrona 1993 r.  Ne2435-XII  «O 3apaBoOXpaHeHMM»,  NOAMYHKTa 8.3  IyHKTa &
u noanynkTta 9.1 mnynkra 9 TlomoxkeHuss o MuHHCTEpCTBE 3apaBOoOXpaHeHUs PecmyOnuku
benapych, yTtBepxkaeHHoro mnoctaHoBieHueM CoBera MunuctpoB Pecnyonuku benapych
ot 28 okTs10pst 2011 r. No 1446, MunucrepcTBo 3apaBooxpaHeHus PecrnyOmmku benapychk
INOCTAHOBJIAET:

1. YTBepauTh:

KJIMHUYECKU TpoToKon «OkazaHue MEAUIIMHCKONW IOMOIIM MaiueHTaM (B3pocioe
U JIETCKOE HaceseHue) ¢ remopunueit A u remodrueit By (mpunaraercs);

KJIMHUYECKU TpoToKon «OkazaHue MEAUIIMHCKONW MOMOIIM HalueHTaM (B3pocioe
1 JIETCKOE HaceseHue) ¢ 6ose3npto BumieOpanaa» (mpuiaraercs).

2. llpu3HaTh yTpAaTUBIIUMHU CUITY:

ab3ar mAThI nyHKTa | mpuka3za MunucTepcTBa 3mpaBooxpaneHus PecryOonnku benapych
ot 31 mas 2012 r. Ne 662 «O0 yTBepk/IeHUHN KIMHUYECKUX MPOTOKOJIOB AUATHOCTUKH U JICUCHUS
OTJIEIbHBIX TeMATOJIOTUYECKUX 3a00JIeBaHUN U MPOTOKOJIOB MEAMIMHCKONW peaduiInTalnuu
MAaUeHToB ¢ TeMopuieit A u By;

MOCTaHOBJICHHE MUHHUCTEpCTBA 31paBooxpaHeHuss PecnyOnuku bemapyce ot 17 anpens
2017r. Ne30 «OO yTBepKIEHHUU KIMHHYECKOTO TPOTOKOoNa «JlMarHocTuka, JedeHue
Y TpOo(MITAKTUKA TIAIIUEHTOB ¢ TeModmmmeir A u remodrineir By u npu3HaHuu yTpaTHBIIUMH
CUJIYy HEKOTOPBIX IIPUKA30BY.

3. HacTosimiee  mOCTaHOBJEHHME  BCTYMaeT BCHIy Ioclie ero  o(UIMaIbHOTO
OIyOJINKOBaHUSI.

Munucrtp JA.JIL.IIuneBu4

COI'TACOBAHO

Bpectckuit obmacTHoi
UCTIOJIHUTEIbHBIM KOMUTET

Burebckuii o6acTHOIM
HCIIOJIHUTEILHBIN KOMUTET

T'oMmenbckuii 001acTHOM
HACIIOJTHUTEILHBIA KOMUTET

I'ponueHckuii obacTHON
HUCIIOHUTENbHBIA KOMUTET

MoruieBcknii 0071aCTHOR
HCHOHHI/ITGHLHBIfI KOMUTECT

MuHCKUH 001aCTHOM

5 MuHHCTEPCTBO 000POHBI
WCTIOJIHUTEIbHBI KOMHTET

Pecrry6imnkm benapych
MuHCKHI rOpoICKOI
HCIIOJIHUTEIIbHBII KOMUTET MuUHHCTEPCTBO N0 Ype3BbIYAHBIM

. . cutyanusm Pecniybnuku benapych
l'ocynapcTBeHHBINH NOTpaHUYHBII

komutet Pecrrybnmku benapycs
HanmonansHast akagemMust

KomureT rocynapctBeHHol 6€3011aCHOCTH Hayk Benapycu

Pecniy6nuku benapych

MuHHCTEpPCTBO BHYTPEHHUX 1€ Vnpasienue nenamu [pesnienra
PecnyGuuku Benapych Pecnybnuxu benapycs
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YTBEPXKXIEHO

ITocranoBnenune

MuHmCTEpCTBa 3IPaBOOXPAHEHUS
Pecrry6nmuku benapyce
29.07.2022 Ne 80

KJIUHUYECKUN MPOTOKOJI
«Oxka3zaHne MeIMIMHCKON MOMOIIH MALMEeHTaM (B3P0OCJioe U IeTCKOe HaceJleHHe)
¢ 0os1e3Hb10 Buiiedpanga»

I'JIABA 1
OBIIME ITOJOXEHUSA

1. Hacrosimuii KJIMHUYECKUH TPOTOKOJN YCTaHABIMBAET OOIMIKME TpPeOOBaHHS K 00beMy
MEIMIIMHCKOW TTOMOIIH, OKa3bIBAEMOI B CTAIIMOHAPHBIX M aMOYJIATOPHBIX YCJIOBUSAX MAIlMEHTAM
(B3pociioe U JIeTCKoe HacelneHue) c Oone3Hplo BumneOpanga (mmdp mo MexmayHapomHOU
CTaTUCTHUYECKOW Kiaccu(ukanuu OoJie3HEH U MPOOJieM, CBS3aHHBIX CO 3JI0POBBEM, JIECATOTO
nepecmoTpa — D68.0).

2. TpeOoBaHMsI HACTOSIIETO KIMHUYECKOTO TPOTOKOJA SIBISIOTCS  00s3aTeIbHBIMU
JUTS FOPUINYECKUX  JIMI M WHAMBHIYAJNbHBIX  NPEANPUHUMATEIEH,  OCYIIECTBISIFOIINX
MEIHUIUHCKYIO ESITEIbHOCTD B MOPSIKE, YCTAHOBICHHOM 3aKOHO/IaTEIbCTBOM.

3. /1t menmedt HACTOSIMIETO KJIMHUYECKOTO MPOTOKOJIA HCIONB3YIOTCS TEPMHUHBI U MX
oTpeaeNeHus B 3HAYCHUSIX, YCTaHOBJICHHBIX 3aKkoHOM PecryOnuku benapycs
«O 31paBOOXpAaHEHUNY, A TAKXKE CIEAYIOIINE TEPMHUHBI U UX OTIPEIEIICHUS:

Oone3nr Bumnebpanna (Bunmnebpanma-FOprenca, nmamee — bB)— HacnenctBeHHOE
3a00JeBaHUE CHUCTEMBbl CBEPTHIBAHHMS KpPOBH (KOaryyiomarusi), OOYCIIOBIEHHOE CHIKEHHEM
KOJIMYeCTBA WM HapymieHneMm (QyHkuuu ¢daktopa Bumnebpanma (mamee — VWEF),
XapaKTepu3ylolieecss KOJUYECTBEHHBIM WM KAuyeCTBEHHBIM HapylieHueM cuHrte3a VWE,
NPOSIBIISIIOIIEECS]  KIMHWYCCKHMMH ~ HapyHICHHSMH  KaK  TEPBUYHOTO  (COCYIHUCTO-
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TPOMOOIIMTAPHOTO), TaK M BTOPUYHOTO (IUIA3MEHHOT'0) 3BEHA CBEPTHIBaHUS KpoBU. BB Moryt
HaclleZIoBaTh JE€TH 000MX MOJIOB;

BBE/ICHHE T€MOCTaTUYECKOr0 JIEKapCcTBEHHOTO cpeAcTBa (ganee — JIC) — Buj nedenus, npu
KOTOPOM BBeJIeHHE KOHIeHTpara ¢aktopa (dhakTopoB) cBepThiBaHus KpoBH (mainee — KDOCK)
VII wm VII+vWF  ocymecTBifoT 10 (pakTy BO3HHUKHOBEHUS KPOBOTECUCHHS C LIENbBIO
reMocTasa;

reMOCTa3HONaThs — HapyILICHWE CBEPTHIBAHUSA KPOBH, OOYCIIOBIEHHOE BpPOXKIECHHBIM,
HACJEJACTBEHHBIM WM TNPUOOPETCHHBIM JeUIHUTOM U (WIH) TOPAKEHHEM TPOMOOIIMTOB,
COCyIUCTOM cTeHKH U (mn) pakropoB cBepThiBaHMs kpoBH (nanee — PCK, daxtop, F);

3aMeCcTUTENIbHAsl Tepanus TIeMOCTa3HONaTUu — MeIuuuHcKkoe mnpuMmeHenue JIC wnum
KOMIIOHEHTa KpoBH, coaepkamux aepurutheiii @CK u (min) KIeTKu KpoBy;

UMMYHHBI HHrHOuTOp — anTuTena Kk ®CK, Gnokupyronme GyHKINOHAIEHYIO aKTHBHOCTb
®CK nanuenra unn ®CK B coctae KOCK;

KOaryJomnaTus — HapyllleHue CBEPThIBaHUsI KPOBU HACJIEICTBEHHOTO UM MPHUOOPETEHHOTO
xapakrtepa, 00ycioBieHHoe AeuuToM haktopa (hakTopoB) CBEPTHIBAaHUS KPOBU;

K®CK - remoctatnueckoe JIC, conmepxkamee @CK wmnm ux KomIiekc, MpUMEHSIEMOE
JUISl OCTAHOBKM MJIM MEIMIMHCKON MPO(UIAKTUKN KPOBOTEUEHUI];

MeXIayHapoaHas eauHuna aktuBHOCTH (nmanmee — ME) ®OCK - egununa usMepeHus
aktuBHocTH PCK. 3a ogny ME aktuBHOCcTH PCK ycnosHo npunsata 100 % axkrusHocts OCK,
coJiepkauierocst B 1 Mi1 HOpMaJIbHOM JOHOPCKOM IJ1a3Mbl (MyJ1) (CTa0MIN3UpPOBAaHHON LIUTPATOM
HATpUs B COOTHOIIEHUH 9:1);

onHa exuHuna bere3ma (mamee — BE/mn (anrn.: Bethesda Unit mnmm BU/ml) — ypoBens
coJiepKaHus MHIMOMTOpa B IUIa3Me KPOBHM HalMeHTa, KOTopoe NpuBOAUT K 50 % CHMKEHUIO
aktuBHOCTH DCK;

npoduiakTuueckoe BBeAeHUe reMmocratuueckux JIC — Bux JeueHHs, NMPH KOTOPOM
npoBoAAT peryisipHoe BBeneHne KOCK s moanep:kanus 10CTaTOYHOTO JUIsl IPEAOTBPAILeHUs
KpPOBOTEUEHHsI YPOBHA OCTaTo4yHOM KoaryisaiuoHHoM aktuBHoct PCK VIII u (mmm) vWF
B IJJa3M€ KPOBHU IMAlLlMEHTA;

cuHIpoM BusueObpanna — npuobpereHHas noreps aktuBHocth VWF B ToM ciyvae, eciu
KJIMHUYECKHE CHMITOMBI M PE3yJbTaThl JIaDOpATOPHBIX OINpEAENIEHUN HE COOTBETCTBYIOT
aHaMHe3y 3a00JIeBaHMs;

cneruduueckas aktuBHOCTH (nanee — CA) KOCK (uucrora) — comepikaHue KeIaeMoro
@®CK 110 OTHOIIEHUIO K APYrUM HpucyTcTByrommM coctasistonM B JIC, ME/Mr oGmero
OeJika;

dakTop BueOpanna — KpynHbBIH MyJIbTUMEpPHBIA TJMKONPOTEMH IUIA3Mbl KPOBH,
pedepentroe 3aauerne VWF ot 0,5 o 1,5 ME/min (50-150 %);

neneBoil ypoeHb ®CK — MUHMMAaIbHO JOCTaTodHash aKTUBHOCTH AeduuutHoro PCK
B KPOBH NaIMEHTa, 00eCTIeYnBaloNIas OCTAaHOBKY KPOBOTCUCHHSI.

4. MenuuuHckass noMomls mnanueHtaM c¢ BB oka3biBaeTcss B pailOHHBIX (BBIABISIOT
MAalUMEHTOB ¢ Mojgo3peHreM Ha bB 1o kinHu4YeckoMy cTatycy, OINpEAeNsioT IoKa3aTeslu
KOaryJIorpaMMbl), 0OJacTHBIX (JOMOJHUTEIBHO BBIMOJNHAIOT onpexaeneHue aktuBHoctd FVIII,
HCCIIEIOBAaHUE arperanud TPOMOOIMTOB C Pa3iMYHbIMM HHAYKTOPAMH) U PECIyOJIMKAHCKUX
(IOMOTHUTENBHO BBIMOJHAIOT OmpeneneHue akTuBHOCTH U aHturena vWEF, vWF:FVIIIB,
ompenenenue akTuBHOCTH MHTHOMTOPOB K ®CK VIII 1 vWF u, npu BO3MOXXHOCTH, — aHAIU3
MynapTUMepoB VWF B I1a3Me KpoBM NalMEHTOB), B TOM 4YMCIE, JAJS MPOBEACHHUS BpaueOHOI
KOHCYJIbTallMH (KOHCUJIMYMa), OpraHu3alusix 3apaBooxpanenus (naisee — O3).

BrimonHeHne Xupyprudeckux BMEIIATENbCTB OCYILECTBIISETCS IOCHE IMpeIBapUTEIbHOM
KOHCYJIbTAllMM Bpada-remMarojiora | (WIM) Bpada-TpaHC(y3HOIOTa. BBIMOIHEHNE CIOXKHBIX
1 BBICOKOTEXHOJIOTHYHBIX ~XMPYPIMYECKMX BMELIATENbCTB OCYILIECTBISETCS B O0JIACTHBIX
u (unn) pecnyOnukanckux O3.

5.Ilepenaua manumeHrta, jgocturuiero 18-metHero Bo3pacTa, B O3, OKa3bIBAIOIIYIO
MEJIMIIMHCKYIO TIOMOII[h Tpak/laHaM B Bo3pacte ctapiie 18 jer, ocymecTsisercs odhopMiIeHUEM
U Tepefadyel ATalHoro AMUKpPU3a B COOTBETCTBUHM € allTOPUTMOM (TIpuiiokeHue 1).
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ANTOopUTM  OpraHM3alM  OpPTONENO-TPaBMATOJOTMYECKOW  MEAMLIMHCKON  MOMOIIU
MaUEHTaM ¢ TeMOCTa3HONaTHAMM IIPEACTABIIEH B IPUIOXKCHUH 2.

6. [laniMeHThI ¢ yCTaHOBIIEHHBIM Auarno3oM bB:

MOJIJIEKAT JUCTIAHCEPU3aLuU B IIOPSJKE, YCTaHOBJIEHHOM MunucrepcTsom
3/1paBOOXPaHEHUS;

HaNpaB/IAIOTCAd  HA MEIUIMHCKYI0  peaOWINTAllMI0 B COOTBETCTBHU  C TMOPSIKOM,
YTBEPKACHHBIM MUHHCTEPCTBOM 3/1paBOOXPAaHEHUS;

00s13aHbBI cOOIOAATh 00pa3 KU3HU U PEKUM (PU3NUECKONW aKTUBHOCTH, COOTBETCTBYIOIIHMA
o0ecreyeHnI0 MEeAULIMHCKON PO HIaKTUKN PUCKA TpaBMaTU3aLuu (TIpUIokeHue 3);

HECYT IIEpCOHAJIbHYI0 OTBETCTBEHHOCTh 3a COXpPAaHEHHE COOCTBEHHOI'O  370POBbs
u ucnonpzoBanue JIC, monmyueHHBIX Jis JIedeHUsT B aMOyJNaTOPHBIX YCJIOBHUAX, COONIO/IEHHE
peXHMa JICUEHNUs, BBIMOJIHEHNS pEKOMEHIalluii Bpaya-ClelHaIucTa.

7. Bemucky peuenra Bpadya Ha KOCK wnm MHOM reMOCTaTMYECKMM JIEKapCTBEHHBIN
npenapar JUIs JIedeHHs] B aMOYyJIaTOPHBIX YCJIOBUSAX OCYILECTBISIET Bpau-CIEUAINUCT 0 MECTY
MEAMLMHCKOro HaOmroneHus mnanueHta wid B O3 1o MecTy NpOXKUBaHUS (IpeObIBaHUS)
MalueHTa Ha OCHOBAHMM KOHCYJIBTATUBHOIO 3aKIIOYEHHUs (CPOK AEMCTBUSI KOHCYJIHTATHUBHOIO
3aKIIIOYEeHUs 6 MeCsIEeB, A AeTel MpyU NPOoPUIAKTHYECKOM JIeUeHUH — 1 rox).

8. Obecneuenne nanueHToB KOCK ocymecTpisercs:

B O3 mno Mmecty xuTenbcTBa (IpeObIBaHUS) NallMEHTa — MJIs OKAa3aHUS MEIUIIMHCKOM
MTOMOIIY B YCJIOBUSX CTallMOHAPa, OTJEIECHUS JTHEBHOTO NMPEObIBAHUS;

B O3 ckopoii (HEOTIOKHON) METUIIMHCKOM MOMOIIH (MOXKET ObITh MPEyCMOTPEH pe3epB
KpUONpEeuunuTaTa B O0ObEME U CTPYKTYpE, COOTBETCTBYIOLEM MOTPEOHOCTH pPETHUOHA) —
JUI OKa3aHMUs HSKCTPEHHON M HEOTJIOXKHONM METUIIMHCKON IMOMOIIM BpaueOHbIMM Opuragamu
CKOpOM MeIUIIMHCKOM momMottH (nanee — CMII);

B antekax cucreMbl PYII «BEJIGAPMALIMS» (pernoHanbHOTO YPOBHS WIIM IO MECTY
MEIUMIIMHCKOTO  HAOMIOACHUS) — Ui JICYeHHUs B aMOyJaTOpPHBIX  YCIOBUSX (B oObeme,
MIPEyCMOTPEHHOM pEellIeHHEM BpauyeOHOro KOHCHINYMA).

9. KOCK ans qoManiHero Je4eHust MOKET BbIIaBaThCsl HA PYKHU:

NanUeHTy, focTuruemy 18-nerHero Bo3pacra;

3aKOHHOMY IPEICTaBUTENIO MAallUEeHTA.

10. [TaneHTy ¢ BpOKACHHBIMU (IIPUOOPETEHHBIMU) HAapYyLICHUSIMU CBEPTHIBAHHS KPOBU
(3aKOHHOMY MpPEJCTAaBUTENIO MAllMEHTa) Bpy4yaeTcsl MamsITKa O HEOOXOIMMOCTH COOJIIO/IEHUS
OXPaHUTEIBHOIO PEXHMa IS NALMEHTOB C BPOKICHHBIMU (IPUOOPETCHHBIMM) HapyLICHUSIMU
CBEPTHIBAHUS KPOBH COTJIACHO MPUIIOKEHUIO 3.

11. Beenenne remocratuueckoro JIC ocymecTBisercs:

B O3 — MEIUIIMHCKUM PaOOTHUKOM I10 HA3HAYCHHUIO Bpayda-CIeUaINCTa;

B aMOyJaTOPHBIX YCJOBUSAX CaMOCTOSATENBHO WIM MEIULUUHCKUMU PaOOTHHKAMU
BpaueOHbIX Opurag CMII;

B COOTBETCTBUHU C MHCTPYKIMEH MO MEAMLIUHCKOMY MPUMEHEHUIO (JINCTKOM-BKJIA/IBIILIEM)
JIC, B MHAMBUAYaJIbHOW JIO3UPOBKE, COOTBETCTBYIOIIEH KIMHUYECKOW CHUTyallud, C YYETOM
HACTOSILEr0 KJIMHUYECKOI0 IPOTOKOJIA.

12. BBeeHre KOMIIOHEHTA KPOBU T€MOCTaTUYECKOTO IEUCTBUS OCYLIECTBIISETCS:

B O3 MeauIuHCKUM paOOTHUKOM U BPayOM-CIELUAIHUCTOM, JOMYIIEHHBIMU K OKa3aHMIO
TpaHC(HY3HUOTOTHIECKON METUIIMHCKOM TOMOIIN B YCTAaHOBJICHHOM IOPSIKE;

B aMOyJaTOPHBIX YCIIOBHMSX MEIUIMHCKUMHU paOoTHUKaMu BpaueOHbIX Opurag CMII,
JOMYIIEHHBIMHA K OKa3aHUIO TPAaHC(Y3HOIOTUIECKONH MEIUITMHCKONH MOMOIIM B YCTAaHOBJICHHOM
MOPAIKE;

B COOTBETCTBUU C UHCTPYKIMENW MO MEAUIIMHCKOMY NTPUMEHEHHUIO KPOBH, €€ KOMIIOHEHTOB
10 KIIMHUKO-JIA00PATOPHBIM MOKA3aHUAM, C YUETOM HACTOSIIET0 KIMHUYECKOTo MPOTOKOIA.

13. ®akt BBeneHusi remoctatudeckoro JIC, KOMIOHEHTOB KPOBH TE€MOCTATHUYECKOTO
NEICTBYS pETUCTPUPYETCSL:

IIPU CAMOCTOSATEIBLHOM BBeAeHMM remocrarnyeckux JIC — caMuM nmanueHToM (3aKOHHBIM
NIPEJCTaBUTENIEM TallMEHTa) B IHEBHUKE TMalUeHTa (MJIM WHOM JOKYMEHTE, YCTpPOWCTBE,
MH(}OPMaLIMOHHO-aHAIUTUYECKON CUCTEME);

30



Hayuonanvnouii npasosoii Mnmepnem-nopman Pecnyonuxu bearapyce, 20.10.2022, 8/38832

P BBEJIEHUU MEIUIMHCKUM paboTHuKoM Opuransl CMII — mo ycraHOBIEHHBIM (opMam
YYETHOW MEUIIMHCKOM TOKYMEHTAIIUHU 10 TpaHc(]y3uoorun, B Kapte BeizoBa Opuraasl CMII;

npu BBelneHHH B O3 — B MEAMLMHCKOW KapTe CTalMOHAPHOTO OOJBHOTO (B MEIUIIMHCKOM
KapTe aMmOynaToOpHOTO OOJBHOTO), IO YCTAaHOBJIEHHBIM (opMaM YYETHOH METUITMHCKOM
JOKYMEHTAITUH 110 TPaHC(HY3UOJIOTHH, B BBIMIUCHOM (IIEPEBOTHOM ) STTUKPH3E.

14. KoncynpraTuBHOE 3aKiroueHue odopmisieTcss mpu  oOpameHun mnarueHta ¢ bB
K Bpady-CHEIUAIMCTy aMOyJIaTOpHO. B KOHCYJIbTaTHMBHOM 3aKIIOYEHUH Bpad-CIICIUATHCT
pErucTpupyeT B TOM YHUCIE, TUarHo3, (akt (UM OTCYTCTBHE) KPOBOTEUEHHS, HAUMEHOBAHHE
1 103y BBeAeHHOTro remoctarndeckoro JIC (KOMIIOHEHTOB KPOBU IeéMOCTAaTUYECKOTO JEHCTBHS).
Bpau-rematonor u (uim) Bpau-TpaHc(y3no0JIOT B KOHCYIbTATUBHOM 3aKIIOYEHUN PETUCTPUPYET,
B TOM 4YHCJE, KOJIWYECTBO KPOBOTEUEHUH WU YMCIO AHEW BBeAeHHS TremocTtaruyeckoro JIC
(KOMITOHEHTa KPOBU T€MOCTATUYECKOTO IEHCTBHSI) 3a MPOIISANINN KaJICHIApHBIN 1o (Iepuomn).

I'JIABA 2
KIIACCUOUKAIUA N JTUATHOCTUKA BB

15. 3anono3putk bB M0XHO TpU HAIMYKU CAEAYIOMINUX TPU3HAKOB:

bB B cemeiiHoM aHaMHE3¢;

pa3BUTHE TEMOPPAruyecKoro cUHapoma mnpu npueMe takux JIC, kak aneTuicaauiuuioBas
KHMCIIOTa, HECTEPOMJHbIE MPOTUBOBOCHAINUTEIbHBIE CPEICTBA, KIOMUAOrpEN, BaphapuH win
renapuH;

HOCOBBIE KPOBOTEUCHHS pPEUUIMBHpYOIIUE, uanmecs Oonee 10 MUHYT, HECMOTpS
Ha GUBUYECKYIO0 KOMIIPECCHUIO, WIH TPEOYIONINe METUIIMHCKOTO BMEIIATEIbCTBRA;

OoOWJIbHBIE MAaTOYHbIE KpOBOTEUeHUs (Oojee 7 MPOKIAJOK Ha MUKE KPOBOTEUEHUS, NMPHU
OTCYTCTBUM WHBIX YCTaHOBJICHHBIX MPUYHH), KOTOpbIe Anstcs O6onee 7—10 mHell, B TOM yucie,
MOCJIEPOJIOBbIE KPOBOTEUEHMS], AalOIUIEKCUSl SUYHUKOB, PELUUIAUBUPYIOLIUE MEHOPPAruu).
OcoOoro BHHUMaHUS TPEeOYIOT NEBOUYKU-TIOJPOCTKU C KPOBOTEUEHHUSMHU U3 HAPYKHBIX IMOJIOBBIX
IyTeH B EPHOJ] CTAHOBJIEHUSI MEHCTPYaJIbHOI'O IIUKJIA;

CIIOHTaHHBIE KOXKHBIE T'€MOpparuy pas3IMyHON BBIPAKEHHOCTH B BHUJIE€ MHOMXECTBEHHBIX
9KXHMMO30B U T€MAaTOM MSTKHUX TKaHEH;

MOCTTpaBMaTHUYECKHE TeMaTOMbl MATKUX TKaHEH, He XapakTepHble IJisi o0bemMa TpPaBMBbI;
KPOBOTEUEHHsSI TI0CIIE MHUHHMAJIBHBIX TpPaBM, KOTOpbIE misaTcs Oonee 15 MuHYT 0 (WiH)
OTCPOYEHHO BO3HUKAIOT B TEUEHHE 7 JHEH IOCIIE TPABMBI;

KPOBOTEUCHHSI TIOCTIEC YJAICHUS 3yOOB WIM XUPYPTUYECKUX BMEIIATEIHCTB, B TOM YHCIIE,
OTCPOYEHHOT'0 XapakTepa B TeueHue nepBoix 7—10 nHew;

HaJIMYUe KPOBU B Kajie 0e3 BUIUMOW NPUYUHBI, KEITyJOYHO-KHUILIEYHbIE KPOBOTECUEHUS,
HE 00BSICHUMBIC SI3BaMH WJIM TTOPTATBLHOMN TUIIEPTEH3UECH;

KPOBOTEUCHHE, COIMPOBOXKIAIOIIEECS CHIDKEHHEM YpOBHS TeMorioOmHa Oosiee dYem
Ha 20 r/n unu Tpelyromee TpaHc(y3uu SPUTPOLIUTOB;

MPU3HAKU ME3CHXUMAJIbHON AUCIUIA3UU U aHTHOIUCILIA3UH;

HaIU4Yue 3a0pPIOMIMHHBIX TeMaTOM UM TeMapTPO30B B aHAMHE3E;

reMapTpo3bl U OOHIMpPHBIE TeMaTOMbl MSTKHX TKaHEW BO3HHMKAIOT OYEHb PEIKo
10 CPAaBHEHUIO C HOCOBBIMU KPOBOTEUEHUSIMHU.

16. lmarno3 BB  ycraHaBnmMBarOT Ha OCHOBAaHMH  KOMIUJIEKCHOTO  OOCJEIOBaHUS,
BKJIIOUAIOIIETO aHaMHe3 3a00JieBaHUS, TMIOJYyYCHHE TeHEATIOTUYECKUX JIaHHBIX, OICHKY
KIIMHUYECKUX  TPOSIBICHUN U PEe3ylbTaTOB MCCIENOBAaHUSA  IOKa3aTeledl  IUIa3MEHHOIO
1 TPOMOOILIMTAPHOTO 3BE€HbEB CUCTEMBI CBEPTHIBAHUS KPOBH.

Kputepun ycranosnenus auarsosa bB:

aHamMHe3 3a00JeBaHMs — HE MEHEe JIByX TI€MOpparMuyeckux »SIH3070B, TPeOYyIOMUX
JICUCHUS], MJIA TPEX FEMOPPArHUYE€CKUX MU30/10B OAHOU U TOH K€ JTOKATU3ALINH;

OTSTOLIECHHAs HACIEICTBEHHOCTh — TIOBBIIIEHHAs KPOBOTOYMBOCTh Yy POACTBEHHUKOB
| crenenu poacTBa;

naboparopubie nanHHble (aktuBHOCTH VWF <309% (0,3 ME/mMn) (nmpunoxenue 4,
tabnuma 1).

Jlnarno3 ycTaHaBnMBaeTCs IPU HAIUYUU JABYX U3 TPEX KPUTEPUEB.
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17. 'eneTnueckoe MUCCIEIOBaHUE BBHIOIHSIIOT I AuddepeHnnanbHoil tuarnoctuku bB,
onpexaeneHus Tuna bB u pucka HacinegoBaHusl.

MeauuuHcKe oka3aHust Uisl IPOBEACHUS TEHETUUECKOT O UCCIIEA0BAHNS:

HapyIlIeHUe TMEePBUYHOTO (COCYIUCTO-TPOMOOIIMTAPHOTO) 3BEHA CBEPTHIBAHUS KpPOBH
CO CHIDKEHHEM cojiepkaHus (aktuBHOCTH) VWF;

npuoOpeTeHHBIN cuHApOoM Buiiebpanna;

oOHapyskeHHe OoNbIIMX JAelenuid y manueHtoB ¢ bB Tuma 3, KoToOpble omnpenensior
BBICOKUH PHUCK pa3BUTUS HEUTPATU3YIOIIMX AHTUTEN U aHA(WIAKTUYECKHE PEAKIUHU IpH
JICYEHUU JIEKApCTBEHHBIMHU ITpenapaTamu, coaepxamumu vWE.

MenuIuHCKI OCMOTP C LENbIO BBISIBICHUS U (Wn) TuddepeHIansHoi tnarnoctuku bB
IIPOBOJSAT:

1o (pakTy nepBUYHOTO OOpaleHus (10A03PEHUS);

BHe nipueMa JIC, BIMAIOINX HAa CBEPTHIBAHUE KPOBH;

UCKJIIOYMB IICUX03MOLMOHAJIbHOE BO30Y KJICHUE U JBUTATEIbHOE OECTIOKONCTBO MAlUEHTA,

CIYCTSl He MeHee 2—3 Hejedb I0C/e MEPEHECEHHOTO0 BOCHAIUTENIBHOrO 3a00JIeBaHUS
BHUPYCHOH MM OaKTEpUATBHON STHOJIOTHH;

JUIs  KEHUIMH  (AE€BOYEK-NOJPOCTKOB)  C OOMJIBHBIMHU  MECAYHBIMM  MEIUIIMHCKOE
HaOII0/ICHUE BBIMOMHAIOT Ha 2—3 1 15-21 1HU MEHCTPYaJIbHOTO 1IUKIIA;

JUIsl BCEX MallMEeHTOB 0053aTeNIbHO ONpeieeHne TpyIbl KpoBu 1o cucreme ABO.

18. Ocobennoctu quarHoctuku bB B geTckom Bo3pacre:

JOPOJIOBYI0 AMAarHOCTHKY BB 00BIYHO He NpOBOJAT, IOCKOJIBKY PHUCK pa3BUTHA
KPOBOTCUYCHHH Y HOBOPOXKICHHBIX ¢ BB B OONBITMHCTBE ClTydaeB HEBEIIHK;

y HOBOPOKJIEHHBIX Cpa3y K€ MOCJe POKACHUS MOKHO TUAarHOCTUPOBATh TSLKENIYIO (hopMy
BB (tun 3) mo o0pasity mynoBUHHON KPOBH, OJJHaKO Oojee jerkue ¢popmsl BB muarnoctuposatsb
Yy HOBOPOXXJIEHHOTO TPAKTHYECKH HEBO3MOXHO, ITOCKOJIBKY IIOCJIE POKIEHHUS KOHUEHTpalus
vWF  3HaunmTenpHO mnoBBIIAeTCA. Kaxymmuiicss HOPMalbHBIM pPE3ynbTaT TECTa MOMXKET
MackupoBath Jerkyio ¢opmy bB. Ilostomy pamarnoctuky BB HOBOpOXIEHHBIX CleqyeT
OTJIO)KUTh HA HECKOJIBKO MECAIIEB, NP OTCYTCTBUU I'€MOPPArHue€CKOro CHUHIPOMA KEJIAaTeIbHO
710 JOCTHXKEHMsI Bo3pacTa 1 roza.

19. Camxenne conepkanus (aktuBHocTH) VWF B quamazone ot 30-50 % (0,3-0,5 ME/mn)
KIacCUQUIUPYIOT Kak HapylIeHHEe TEepBUYHOTO (COCYAMCTO-TPOMOOLIMTAPHOIO) 3BEHA
CBEPTHIBAHUS KPOBU CO CHUXKEHHEM cozepxanus (aktuBHocTr) VWE. Ilpu oTCyTCTBUN KIMHUKN
reMOpparu4eckoro CUHApoMa, akTuBHOCTh VWF MoxeT ObITh cHMKeHa 10 35 % y ManueHToB
JETCKOT0 Bo3pacta M nojpoctkoB c rpynmoid kpoBu 0 (I) u mo 48 % vy B3pociabix u 40 %
y MaIMeHTOB JETCKOro Bo3pacTa M moJpocTkoB ¢ rpynmnoi kposu He 0 (I). Ilpu stom, rpynma
KpOBH Ha ITIOCTAHOBKY JMAarHo3a He BIIUSET.

20. Cumxenune coaepxannst vVWF B nuanazone ot 30-50 % (0,3—0,5 ME/mn) y nanueHros,
HE UMEIOUINX WHBIX BPOXKACHHBIX WM NPUOOPETEHHBIX HApPYIICHWH CBEPTHIBAHUS KpPOBH,
C BBIPAKEHHBIM FeMOPparn4eckuM CUHJIPOMOM, Kinaccupuuupyrot kak bB tun 1.

21. Knaccudurxarus BB npencrasiena B tadumie 2 (mpuiiosxeHue 4).

22. OcHoBHOe mnposiBieHHe bB — remopparudeckuii CHHAPOM MHUKPOLUPKYJISATOPHOTO
1 (WJIM) CMEIIaHHOTO TUIIOB CIIOHTAHHOT'O MJIM ITOCTTPAaBMAaTUYECKOTO XapaKTepa.

TsokecTb  reMOpparM4eckoro CHHAPOMA  OLICHMBAETCS B COOTBETCTBUHM  CO IIKAJION
(mpunoxenue 4, Tabnuua 3).

I[lpu BB 1 u2 tunoB mnpeoOnagaer MHUKPOLMPKYJIATOPHBIA THI KPOBOTOUMBOCTH:
9KXUMO3bl, KPOBOTEUEHHS] M3 CIIM3UCTHIX (JECHEBBIC, HOCOBBIE, JTYHOUKOBBIE), MEHOPpAruw,
KpPOBOTE€UYEHHs]  IIPU  IPOBEJEHUM  XUPYPTUYECKUX  BMEIIATEIBCTB M MHBA3UBHBIX
JUarHOCTHUYECKUX MPOLETYP.

ITpu Tunax bB, xapakTepusyromuxcs BbIpaKeHHbIM CHIbKeHHEM akTuBHocTH DCK VIII
(2A, 2N, 3), yacro HaONIOAAIOT CMEHIAHHBIA (MUKPOLMPKYISITOPHO-TEMAaTOMHBIN) THII
reMOpparu4eckoro CUHAPOMA.

BB 3 Trma no cBOUM IPOSIBICHUSM CX0XKa C TSHKETON (GopMor TeMOQHINN A BBUY MTOUYTH
nonHoro orcytctBus VWF wu, xak cneactsue, ®CK VIII. Ilpu nanHOM Tume 3a0oneBaHuUs
B KIMHUYECKOW KapTUHE MpeolnalaloT HapyUIeHHs ONOpPHO-IBUIATEIBHOTO  almapara
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B pe3yJIbTaTe PEeUUIUBUPYIONIUX KPOBOUIIHUSIHUNA B CyCTaBbl (T€MapTPO30B), TEMATOMBI MSTKHX
TKaHEW pa3IMYHON JOKAJIM3alUK CIOHTAHHOTO XapaKTepa, 3a0pIOIINHHBIE TeMAaTOMBI.

XKuzneyrposxarome KpoBoTeueHus 6osee xapakTepHsl a1 bB 3 tuma. K aum otHOCATCS!

KpPOBOTEUEHHMsI U (WJIM) KPOBOUBIHUSHUS B [ICHTPAIbHYIO HEPBHYIO CUCTEMY;

KpPOBOTEUECHHUSI U (MJIM) KPOBOUBIHUSHUS B JKEITYIOYHO-KUIIICYHBINA TPAKT;

KPOBOTEUCHHS U (M) KPOBOM3IUSHUSA B IS0 U (WUJIK) TOPJIO;

3a0pIOIIMHAAS TeMaTOMa.

HecmoTpst  Ha MIEHTMYHOCTh  KJIMHUYECKUX  MPOSIBICHWH, Yy nmanueHToB ¢ bB
CUMITOMAaTHKa MEHEe BBIpaXKEHa, 4YeM Y MallMeHTOB ¢ remModuinueii, ¥ Bcerga codeTaercs
C KPOBOTEUEHHUSIMH 110 MUKPOLUPKYJISITOPHOMY THITY.

I'JIABA 3
JIEHEHUE bB

23. lenp neuyeHuss nauueHTOB C BB — moOBbIIEHWE KOHUEHTpaUUu WIA 3aMEIICHHE
¢yskroHanbHO HenodHoneHHbIX PCK myTeM cBOeBpeMEHHOH aJeKBaTHOW 3aMECTHUTEILHOU
Tepanuu cooTBeTcTBYyIomMMY JIC U (MT1) KOMIIOHEHTAMH KPOBU T€MOCTAaTUYECKOTO JIeHCTBUS.

He Bce manuenTs! ¢ bB HyX1at0TCsl B HA3HAYEHUH 3aMECTUTENBHON TepaInu.

MeauiuHCKUMH TIOKa3aHUSMU JJI Havalla JIeUYeHUs] MPH HAUYUH BepU(DUIMPOBAHHOTO
nuarno3a bB sBisroTCs clienyronme noka3arenu:

BO3HUKHOBEHHE YMEPEHHBIX U (UJIH) TSXKENBIX, CIIOHTAHHBIX U (MJIM) TOCTTPaBMATHYECKUX
KPOBOTEYEHU;

XUPYPruuecKkoe BMENIaTeNbCTBO;

pPeLUAUBHUPYIOIIME KPOBOTEUYEHUS JIIOOOM CTEMEHM TSDKECTH, CHHXKAIOIIME KadecTBO
KU3HMU.

24. Jlns okazanus menuuuHckoid nomoimu npuMmensaor KOCK VI, KOCK FVII u vWF
B KOMOMHAIIMU, U (MJIM) KOMIIOHEHTHI KPOBHM TE€MOCTAaTHUECKOTrO JAEWCTBHUS B COOTBETCTBUU
C MHCTPYKIMEN [0 MEIULMHCKOMY IpUMEHEHHI0 (nucTtkoM Bkiaabimem) JIC, kpoBu, ee
KOMIIOHEHTOB.

MeauuuHCcKOoe NPUMEHEHUE HE 3aperHCTPUPOBAHHBIX B ycTaHOBIEHHOM mopsake JIC,
[0 MEAUIIMHCKUM  [MOKa3aHUSM,  HE YIOMSHYTHIM B MHCTPYKIMH  I10 MEIULIUHCKOMY
npuMeHeHnto  (JucTke-BKimagpie) (off-label) ocymectBisiercss 1o permeHnio  BpaueOHOTO
KOHCHJIMyMa C MMMCbMEHHOTO COTJIacusl MaleHTa (3aKOHHOTO MPEACTABUTENS MAIEeHTa).

Komnuectso KOCK, mnpeanaznaueHHoro s BBeneHus nanueHty ¢ bB, HeoOxomumo
paccuuThiBaTh Mo akTUBHOCTH VWF MM 1O akTUBHOCTU (paKTopa, COIEpKaIIerocs: B OOMNbIIIei
koHreHTpanuu Bo (iakone ¢ gaHabM JIC (FVIIL:C nwmm vWF:RCo). M30bITOUHAsT aKTHBHOCTH
FVIII no cpaBHeHUIO ¢ akTUBHOCTBIO VWEF B KpoBM manueHToB ¢ bB MoOXkeT moBellIaTe puCK
pasButus Tpombo3a. [IpeumymectBo Beioopa umeror JIC ¢ cootHomennem VWF:RCo/FVIII:C
He MeHee 1:1, MakcuManbHO MPUOIMKEHHBIM K (PU3UOIIOTUYHOMY .

®opmyrna pacuera pazoBoil nmo3el JIC, conmepxamero VWF, st ocTaHOBKM —WiH
NpeAyNpexICHUSI KPOBOTEUECHHS Y MallueHToB ¢ bB:

X=Mx(L-P)x0,5,

rae X — no3a JIC nns ogHokpatHoro BBeaenus (ME);

M — Macca Tena nanuenra (Kr);

L —xemaemslii ypoBeHb akTuBHOCTH VWF B ma3me nanuenTa (B mpoIeHTax);

P — ucxonusiit ypoenb aktuBHocTH vWF y manmenra 1o BBenenus JIC (B mponeHTax);

0,5 — monpaBouHbIi KO3 HULIHEHT.

[Ipu sTom, HeoOxomumo yuuThiBaTh, uTo | ME vWF, BBenenHoro Ha 1 kr mMaccel Tena
MalKeHTa, MoBkIaeT coaep:;kanne vWF B miazme nauuenrta Ha 1,5-2 %.

JIyist marueHToB 10 6 JIET UCTOIB3YIOT MOMPaBOYHbIA KoddduiueHT 0,75.

[Ton6op no3s61 u kpaTHOCTH BBeneHUs: KOCK ocymiecTBisoT B 00JILHUYHON OpraHU3aluy,
OKa3bIBAIOIIEH  CHELMAIU3UPOBAHHYIO  (IF€MAaTOJIOTMYECKY0)  MEAMIMHCKYIO  IOMOIIb,
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10 PELICHUIO BpaueOHOTO KOHCWIMYMa, C OQOPMIICHHEM KOHCYJIBTaTHBHOTO 3aKIIOUEHHUS,
COJIepKAIIEro peKOMEHJAlMK 1O J03UpOBKe, KpaTHOcTH BBeneHusa JIC, oObeme obecnedyeHus
Ha KBapTall.

25. Ilepen nauasnom BBenenust KOCK:

Bpay-CIIEUATUCT OIICHUBACT BBIPAKEHHOCTb Mepu(EepUYecCKUX BEH Yy MalUeHTa
Y BO3MOXHOCTb BHYTpUBEHHOTO BBeAeHuUs JIC;

BBIMOJHAIOT BaKIMHALMIO MPOTHB Tremnatuta B (mocie [10NOJHUTENBHOTO BBEICHUS
K®CK).

26. [Hopsinok npumenennst KOCK, conepxaniero vWF:

26.1. mepen NEpPBBIM BBEICHUEM BBITTOTHSIOT:

KoaryJorpaMmy, ypoBeHb (hpubpuHorena, peructpupytot ucxoanyto FVII:C, conepxanue
vWF:Ag u ero aktuBHocTh VWF:RCo;

o0mmuit aHaIN3 KPOBHY;

Oonoxumuueckuil ananus kposu (Bkirouas ACT u AJIT);

26.2. nocne BBeneHuss KOCK oueHnBaIOT €ro nepeHoCuMOCTb IIyTeM M3MEPEHNUS YaCTOThI
CEpJCUYHbIX COKpAILLEHUI, apTepUaJbHOIO JaBJIE€HUS, YacTOThl JbIXaHWs, HW3MEHEHUs
CaMOYYBCTBHS JI0 U I10CJIE BBIIIOJHEHUS UHBEKIINH;

26.3. HeoOxoauM s1abopaTopHbli KOHTpoJb ypoBHS u aktuBHocTH ®CK VIII u vWF
B KPOBU MAIMEHTAa C LEJIbI0 MEAMLMHCKONW MPO(UIAKTUKH TPOMOO3a U TpOMOO3IMOOIMUECKUX
ocioxHeHul. He pekomeHayercs npeBbIlieHNe YKa3aHHbIX 3HadeHul 6omee 150 %.

I'JIABA 4
IMPO®PUITAKTUYECKOE JIEYEHUE BB

27. B 3aBUCHMOCTH OT LI€TH, BBIJCISAIOT CIAEAYIOIIe HallpaBieHus jJeuenus bB:

MEIUIUHCKasT TpOoQHIAKTHKAa KPOBOTeUeHHH — mapeHTepanbHoe BBeneHne KDOCK wmm
nHoro remoctarudeckoro JIC g npenynpexaeHusi BOSHUKHOBEHHS KPOBOTCUCHHUS;

JeyeHune 1o TpeboBaHMIo — napentepaibHoe BBeaeHne KOCK 1o ¢akTy BO3SHUKHOBEHHS
KPOBOTEUYEHHSI C LIEhIO €r0 OCTAHOBKHU.

28. IlpodunakTuueckuii peskuM JieueHUs MmanueHToB ¢ BB BkiIOWaeT caMocTosiTeNnbHOE
BBeAeHue remocrarndeckoro JIC (KOCK) manmueHTOM (3aKOHHBIM TIPEICTaBUTEIIEM) HA IOMY
IpU YCIOBUM o00s3aTenpbHOr0 OOydeHHs | MeauiuHckoro HaomoneHuss B O3. Pemienue
onpumeHennn K®CK npunHumaer nanueHT (3aKOHHBIM — IPEJICTaBUTENb — HAI[MEHTA)
B COOTBETCTBUH C PEKOMEHIAIIMSMH Bpaua-reMarosiora 1 (Win) Bpadya-TpaHc(y3uosiora.

29. Ilpodunaktuueckoe BBeaenne KOCK, conepxkammx ®CK VIII B kommiekce ¢ VWF,
OCYUIECTBIIAIOT MAUEHTAM C TSDKEJIBIM TedeHreM bB:

manuenTaM ¢ bB Tum 3;

narnueHTaMm ¢ kadectBeHHbIMU nedexkrtamu VWF (BB tunm 2N, 0coOeHHO B TeX Cirydasx,
korga FVIII:C cocrasmser menee 10 %);

nanyeHTaM ¢ TsokenbiM TedeHneM bB tum 1, y koTopeix konumdectBo VWF 1 akTHUBHOCTH
FVIII:C camxeHsr;

NalUeHTaM C PelUIMBUPYIOIIMMUA KPOBOTCUEHUSIMU U3 CIM3UCTBIX O00OJIOYEK WIIU
C KPOBOMBIUSHHUSMH B CYCTaBbl 1 (POPMUPOBAHHEM apTPONIATHH.

30. Buabpl npodrIakTHIECKOTO JICUCHUS:

30.1. mepBuyHast MeAULMHCKAsI MPOQUIAKTUKA — PETYJSIPHO MPOJOJDKAIOIIEECs JeUeHHE,
KOTOpO€ HAYMHAIOT Yy JIeTei B Bo3pacte 1-2 JeT, paHee He MMEBIIUX KPOBOMBIUSHUN B CyCTaBbI
WIM TOCJAe TEepBOrO0  BHYTPHUCYCTaBHOTO KpoBouznusiHuS. IlepBuuHas  MemumuHCKas
npodusakTuka TMO3BOJIAET TNPEAYNPEAUTh KPOBOTEUEHUS (BHYTPUCYCTAaBHbBIC, MBbIIICYHbIC
U ApyTHE) pa3InyHOMN JIOKaIU3al1K;

30.2. BTOopu4Has MEIUIMHCKAs MPOQMIAKTUKA — PETYJIAPHO MPOAOIDKAIOIIEECs JCUCHHE
y IeTeii B Bo3pacTe OT 2JIeT NpH TsKelaoM TedeHun bB g moanepkaHusi  ypoBHS
«aepunutHoroy» @O®CK VIII B mnazme kpoBu He menee 3 % (0,03 ME/mn). MenuuuHckue
MOKa3aHUs K MPOBEICHUIO0 BTOPUYHON MEIUIIMHCKON MPOYUIAKTUKHU:

HaJM4Ke CIIOHTAaHHBIX KPOBOTEUEHUH Oosiee 2 pa3 B MecCsI] U (W) HAUTMYNE XPOHHUUECKOU
AHEMUU CPENHEN U TSKEJION CTENIEHU;
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YXyALLIEHUE KadyecTBa JKU3HUM TAlMEHTa BCJIEACTBUE TSDKEIBIX IOBTOPSIOLIMXCS
KpPOBOTEUYECHUI;

NOpakeHUE CYCTaBOB B BUJE NPOTPECCUPYIOIIEH apTpONMaTUU C MBIIIEYHON arpodueit
U OrpaHMuYeHHeM 00beMa ABMKEHUH B IOPaKEHHBIX CyCTaBax;

HEOOXOIMMOCTh BBINIOJTHEHUS WHBA3UBHOW NPOLEAYpHl, BKJIIOYAs JIOMOAIBHYIO HWIIH
KOCTHOMO3TOBYIO ITyHKIHIO, INIAHOBOE WJIM SKCTPEHHOE XUPYPrUUECKOe BMEIIATENbCTBO, B TOM
YHUCJIEC, pAHHUU ITOCIICONIEPAlUOHHBIN [TEPUOL;

IAUCHTaM C KPOBOTCUCHUAMH, ONACHBIMU JUIS KU3HHU, CBS3AHHBIMU C HAPYIICHUEM
(GbyHKIUU TPOMOOITUTOB;

nanpeHTaM ¢ bB B mepuos MemMUMHCKOW peadWiIMTallud TIOCNIe  XUPYPTrUYECKOro
BMEILATENIbCTBA, MEAMLMHCKOW  peaOMiauTaluu 10 MOBOJY  apTpomaTMdh MM [Ociie
MIEPEHECEHHOM TpaBMBbI ¢ HApPYILIEHUSIMH OMIOPHO-ABUTATEIBHOIO allapara.

31. AnuTenbHOCTh NPOBEACHUS MPOPMIAKTUYECKOTO JICUEHUS ONpeeseTcs KIMHUYECKON
KapTHHOMW U CUTyaIluen.

32. Ilpodunaktuueckoe BBenenue KOCK, conepxammx ®CK VIII B kommiekce ¢ VWF,
HE Ha3HAYaroT B CIIyyae:

OTKa3a MalMeHTa (3aKOHHOTO NPEeACTAaBUTENs1) OT MEAULIMHCKONW NMPO(UIAKTUKH, a TaKxkKe
MIpU HApyIICHUH PEKUMA MEAUIUHCKOW MPOPUIAKTUKY TTaUEHTOM;

nosiBiieHus B nepuoa npopunakruyeckoro BeeeHuss KOCK nnruduropa k @CK VIII unm
k VWF B xommmuectse > 0,6 BE/Mu;

BO3HUKHOBEHUS TSDKEJION ajuiepruueckoil peakunu Ha BBeaeHue KOCK;

BO3HUKHOBEHUS TPaBMbl WJIM HEOOXOJIMMOCTH BBIIIOJIHEHUSI SKCTPEHHOI'O XUPYPIUYECKOTO
BMELIATEIbCTBA, MEIMLUHCKAM [IOKa3aHMUAM K KOTOPOMY BO3HMKJIM IIOCJIE  Hayaja
npodminakrnaeckoro BeeneHuss KDPCK (pexxuM MenuIMHCKONH NPO(UIAKTHKH MOXET OBITh
IpepBaH sl IPOBEJCHNUS TeMOCTATUYECKOM Tepamuu; pekXUM MEAMLMHCKOM NpodUIaKTUKH
MOXKET OBITh BO30OHOBJIEH IOCJIE€ BBIMOJIHEHMS OMNEpaliy, a UMEBILIME MECTO IHH BBEJICHUS
noJyIeXkar yueTy B o01eM koiauuectse qHel BBeneHus KOCK).

33. Ilpu npodunaktuueckoM BBeaeHnn KOCK Boidop JIC, moadop 10361 U ONpeneacHue
kpatHocTH BBefeHMsI KDCK ocymecTBIsOT € y4eTOM HMHAMBHIYaJIbHOIO OTBETa OpPraHu3Ma
nanuenta. Peructpamuio orBera Ha BBefeHue KDCK, comepxammx @CK VIII B komrekce
¢ VWF, ocymectBisitor B O3, O0Ka3blBAIOIIUX CHEUUAIN3UPOBAHHYIO TI'€MAaTOJIOIMUYECKYIO
MeauIUHCKYt0 nomoib. Beenenne KOCK s menuumHCKON NpoQMIIaKTUKU KPOBOTEUEHUN
nanueHTam B Bo3pacte 1o 18 mer ¢ BB ocymectBisior MemunuHckue pabotHukn O3
B CTAal[MOHAPHBIX YCIOBUSAX WM aMOYJIaTOPHO.

[lepen nHauanom mnpodmiaktuueckoro BBeaeHHs KOCK o1eHMBaIOT BBIPAKEHHOCTD
nepuepuyecKuX BEH Y MalMeHTa W BO3MOXXHOCTh BHyTpuBeHHOro BBeneHus JIC, a takxe
BBITNOJIHAIOT BaKUMHALUIO NPOTHB Tenatuta B, KOTOPYH OCYIIECTBISIOT IYTEM IOJKOXKHOU
WHBEKIINNA BaKIIUHLI U JOIIOJIHUTEIHLHOTIO BBeneunsa KOCK.

34. Y manueHTOoB B BO3pacTe 10 18 1eT 0qHOKpaTHO BHYTPUBEHHO BBOJST CTAPTOBYIO 03y
K®CK, conmepxamux ®CK VIII B kommiekce ¢ vVWF B kommuectBe 50 ME/kr (pacuer
ocyIecTBIsAOT 1o coaepxkanuto VWFE B nannom JIC). PeructpupyroT koaryjiorudyeckuii OTBET
Ha BBeaeHue depe3 15 wmunyT 1o m3menenuto FVIILC, vWF:Ag, vWF:RCo. VYObuib
KOaryJsMOHHOM akTUBHOCTH uepe3 1 yac, 2 yaca, 6 yacoB, 12 yacoB u 24 yaca (36 4yacoB npu
HEO0OXOMMOCTH) TIOCJI€ BBEAECHUS CTAPTOBOM J103bl OTpakaeT JMHAMUKY WHAKTUBALUU
u BeiBeieHus n3 kposotoka @CK VIII, vWF:Ag.

35.B 3aBHCHMOCTH OT HEIM MEAWIWHCKOW MPOGWIAKTUKA U MOJyYEHHBIX JaHHBIX
ONpEACIAIOT MHTEPBAJ BPEMEHU MEXIy NOBTOPHBIMU HHBEKLUMUSMU U IPUHHUMAIOT PEIICHHE
o Bo3MoxHOocTH  ucnoib3oBanuss ~ K®CK, copepxkamero  vWF,  mns nanbHeiimero
NpOoUIAKTUYECKOTO BBEICHUS.

B teuenune mepsrix 100 nueit npodunaktrueckoro BBeaeHns KOCK, conepxammx OCK
VIII B kommuiekce ¢ vWF, mIaHOBOE WM DKCTPEHHOE XHUPYPrUYeCKOe BMELIATENILCTBO,
BHyTpuMbIlieyHoe BBefaeHHEe JIC MokeT ObITh BBINOJHEHO NPU HAJIWYUH COOTBETCTBYIOLIMX
MEIUIMHCKUX [TOKA3aHUH.
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KoHTponb 3a cBepThIBaHHEM KPOBU Ha MPOTSHKEHUH MEpBBIX S0 qHEH MpodUIakTHIeCKOro
BBeaeHUss KOCK ocymectsisiroT Ha 10, 20, 30, 40, 50 mau mpodriakTHYECKOTO BBEICHHMS, a B
nanpHelmem kaxasle 6 wmecsaueB. Peructpupyror FVIIL:C, vWF:Ag u vWF:RCo mnepen
ouepenHbiM BBeaeHueM JIC umyepe3 15 MuHyT mocie uHbeKIMU. HecooTBEeTCTBHE peaibHOTO
OTBETa OXUAaeMoMy OH(PQEKTy yKa3blBaeT Ha HEOOXOIMMOCTh HWCKJIIOUYEHUS HHTHOMTOPHOU
¢dbopmbl 3a60eBanus. [loaTBepxaaeT BOBHUKHOBEHUE UHTUOUTOPOB OTCYTCTBUE KIMHHUYECKOTO
sddekra oT npodunakruyeckoro BBeaeHus JIC.

[Tocne 50 mueit npodunaktuyeckoro BBeaeHus KOCK manueHTy pa3peneHo BBITIOJIHCHHUE
TUTAHOBBIX XUPYPTUYECKUX BMEUIATENHCTB, MPOPUIAKTHUECKUX MPUBUBOK, B TOM YHCIIE, ITyTEM
BHYTPHUMBIIICYHBIX HHBEKIUH, KOTOPHIC OCYIICCTBISIOT B JCHb BBEICHUS OYCpPEIHOU
npodumnakrnyeckoit 10361 KOCK (30-50 ME/kr).

36. Pacuetr no3er KOCK u pexxuM nmpoHIaKTHIECKOTO JICYEHHUSI Y B3POCIbIX MAIlMEHTOB
MpHUBe/eH B Tabnule 4 (mpusoxeHue 4).

I'JIABA §
JIEYEHUE I1IO TPEBOBAHUIO I1PU BB

37. Pacuer no3pl KOCK 1 npoomKUTENbHOCTD JIEYEHUS 10 TPEOOBAHUIO OIpPENEsIeTcs
WCXOJS U3 BUJIa KpPOBOTEeUEHUSs, 0a30Boii akTUBHOCTU NeuuuTHbIX paktopoB VWF u ®CK VIII
U TIeT JiedeHus (mpuiioxenne 4, Tadnuma 5).

OOusbHBIE U NMPOJOKUTENBHBIE KPOBOTEUEHHsI M3 IOJIOCTH HOCA, PTa, BHYTPEHHUX
OpraHoB, KeJIyJA0YHO-KUIIEUYHbIE KPOBOTEUEHHUS, HEOOXOUMOCTb BBIIIOJHEHUSI XUPYPTrUYECKUX
BMELIATEJIbCTB, KPOBOM3JIUAHHSA B FOJIOBHOM U CIIMHHOM MO3T SBJISIOTCA MEIULIUHCKAM
MOKa3aHHUEM JJIs TOCIIUTAIN3AlUY TAaUEHTa B IPO(UIBHBIN CTallMOHAP.

Bo Bpems nnuTenbHON 3aMeCTUTENBbHON remocraTnieckor Tepanun aktusHocTh @CK VIII
y manyeHta Ha poHe Jle4eHWsT He MoJbkHa  mpeBbimarth 150 %  BCBS3M € pUCKOM
TPOMOOSMOOIMYECKUX  OCIOKHEHMH. Y MAlMeHTOB  C BBICOKUM  PUCKOM  pa3BUTHSA
TPOMOOTHYECKUX OCJIOKHEHUH TMpU JTOCTHKEHUU HOPMAJIBHOTO YpPOBHS KOAryJslMOHHON
aKTUBHOCTH KpOBM Ha (OHE TE€MOCTATHUECKOW Tepamuy HAYMHAIOT  MEIUIMHCKYIO
NpoGUIAKTUKY BEHO3HOW TPOMOOIMOOIUH B COOTBETCTBUU C YTBEPKIACHHBIM KIMHHUYECKHM
IIPOTOKOJIOM.

38. Xupypruueckoe BMEIATENbCTBO U (WIM) IPOBEACHUE UHBA3UBHON MPOLETyphl (B TOM
qucie, AUarHocTuyeckoi) mpu BB pekoMeHmoBaHO NpoBOAMTH Ha (hOHE 3aMECTUTENBbHOM
tepanun KOCK c nenbto poctmkenus ypoBHs FVIILE:C > 50 %. OpueHTHpOBOYHBIE O3B
U peXXHMMBbI BBEJICHU JICKapCTBEHHBIX IPENapaToB MPeCTaBIeHbI B Tabaulle 6 (mpuioxeHue 4).

39.B HCKIIOUMTENBHBIX CIydyasiXx C LEJIbI0 OCTAHOBKU  YTPOXKAIOUIETO  JKHU3HU
KpoBoTeueHust mpu orcyrcTBuu crenuduueckux KOPCK moxker ObITh pEeKOMEHIOBAaHO
MIPUMCHCHHE CBEXKE3aMOPOXKEHHOW TuTa3Mbl |3 pacdera 10-25 MII/Kr maccel Tena W (WITH)
KPUONPELUIINTATa B COOTBETCTBUU C MHCTPYKIMEH 10 MEIULIMHCKOMY ITPUMEHEHHUIO.

40. IIpn neuenmn BB mo TpeboBanmio mnpumeHstoT u apyrue JIC reMocTaTHuecKoro
NEUCTBUSL:

40.1. necMomnpeccH PEKOMEHAYEeTCs TMPUMEHSTh Y MAIMEHTOB C JIeTKOH  (opmoit
KIMHUYeckoro TedyeHuss bB 1 Tuma (ciexyer ¢ OCTOPOXKHOCTBIO NPUMEHATH Y MAIMEHTOB,
UMEIOIUX B aHAMHE3€ apTepUAIbHYIO0 TUIEPTEH3MI0, NAaTOJOTHI0 KOPOHAPHBIX COCY/OB,
OpPOHXMAJIBHYIO aCTMY, THPEOTOKCUKO3, XPOHUYECKHH HEPPUT):

1) aGcomoTHBIE MEUIIMHCKHE TIPOTUBOTIOKA3aHUS K HA3HAYCHHIO JIECMOTIPECCHHA!

IIPOrPECCUPYIOLINI aTePOCKIIEPO3;

cepJleyHast HeJOCTaTOUYHOCTb;

SIUIETICHUS;

OEpEeMEHHOCTb;

2) IOPSIIOK MPUMEHEHUS IeCMOIIPECCUHA:

BBECTU MPOOHYIO /103y JIEKAPCTBEHHOrO Ipenapara HpH OTCYTCTBUU KpPOBOTEUEHHS
B TEpaNleBTUYECKON 103¢ c nocienywomuM onpeaenenuem FVIIL:C gepe3 30 mMunyT mnocie
BHYTPUBEHHOI'O BBEJEeHUS WM yepe3 60 MUHYT mocie MOJAKOXKHOro BBeneHus. Kputepuem
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3G GEKTUBHOCTH SIBISETCS yBenuueHue mnpokoarynsutHod aktuBHoctu FVIII um vWF:RCo
>50%. Ecnm y mamuenTa HaOmrofaeTcs OXHAaeMOe TOBBIIIEHWE KoHIeHTpamuun VWE,
B OyZIyIieM Ipu KpOBOTEUEHHUSAX Y 3TOTO MAIMEHTa MOKHO UCIIOIB30BaTh JECMOIPECCHH;

JUIsT MHTPAaHA3aJIbHOTO TPUMEHEHHS Y B3pochbiX pasoBas no3a 0,3 Mkr/kr. VY gereit
B BO3pacTe 110 2 JIET AECMOIIPECCUH HE PEKOMEH/I0BaH;

JUISl TIOKOKHOTO, BHYTPHUMBIIIEYHOTO WJIM BHYTPUBEHHOIO BBEIECHHS CYTOYHAs /1034
JUIsL B3pOCHBIX cocTaBisieT 1—4 Mkr/cytku, i aeredt — ot 0,4 10 2,0 MKr/cyTku. Y HaliueHTOB
B Bo3pacte 10 18 jleT [omycTUMO MmapeHTepalbHOE BBEIAEHUE JIECMONpPEcCMHa 1 pa3 B CyTKH
B 103e 0,3 MKr/kr maccel Tena B 50 miu pactBopa Hatpus xiopuia 0,9 % B Teuenue 20-30 MunyT
1 pa3 B cyTku He Oosee 3 qHEH;

UHBEKIIUH MOXKHO MOBTOPATH 4yepe3 12-24 yaca, ogHako mocie 3—4 BBeAeHUS JIeueOHbIN
a¢dekr cHmxkaercs. [ToBTOpHOE BBEIEHHE JeCMONpecCHHA B TeueHHe 48 YacoB BBI3BIBACT
ucroieHue 3anacoB VWF u MOXeT NpuBeCTH K TaxU(pUIaKCHH (CHUKEHHIO OTBETA Ha JICUCHUE),
OTCYTCTBHIO aJIeKBaTHOT'O OTBETa IMpPH MOCIEAYIOIIEM Ha3HAUYEHUU STOr0 JEKapCTBEHHOIO
npenapara;

npyu HEOOXOJAWMOCTH JTUTEIHHOTO JICYCHHS PEKOMEHIIOBAH NEepPeXo] Ha MCIIOJIb30BaHHUE
K®CK VIII, conepxammx vWF;

MOBTOPHOE JICYEHHWE JECMOIIPECCUHOM IMpoBOoAuTCs uepe3 7—10 nHel, oJHaKo,
OOJIBIIMHCTBO TMAIIMEHTOB, KOTOpPHIE TMOJY4YalOT JIEYEHHE TIOBTOPHO, CTAaHOBSITCS MEHee
YyBCTBUTEIHLHBIMU K HEMY;

B pe3yJbTaTe aHTHINYPETUYECKOM aKTUBHOCTH MOTYT BO3HUKATH MPOOIEMBI C 3aJePIKKOI
BOoAbl U runoHaTpueMus. [Ipm noBTOpHOM BBeaeHMM Oosiee 2 703 CIEOyEeT U3MEPUTH
OCMOJISTIBHOCTh TUIa3Mbl WJIM KOHLIEHTpaluio Hatpusa. Ero cieayer oCcTOpOKHO HCIOJIb30BATh
JUISL TALMEHTOB ¢ TPOMOO30M B aHAMHE3€ U C PUCKOM CEPAECUHO-COCYIUCTOrO 3a00JIEBAHNUS;

40.2. uaruburtopsl pubOpuHONM3a mnpuMeHstoT npu bB B BHUIe MoHOTepanmuu WK
B couetanuun ¢ KOCK, conepxamumu VWF, g KynupoBaHus KpPOBOTEUYEHUN M3 CIM3UCTHIX
MOJIOCTH PTa, HOCOBBIX KPOBOTEUEHUIl, KPOBOTCUEHUI MOCie yaaneHus 3yO0OB U MEHOPpArHii,
nepel U Iocie XUPYPru4ecKMX BMEIIATENbCTB. PexkoMmeHIyemas CTaHIapTHas /1032
TPaHEKCAaMOBOW KHCJIOTHI TPU TMEPOpaTbHOM TMpUeMe cocTaBisieT 15-25 Mr/kr, B cpenHeM —
1000-1500 mr 2-3 pa3a BCYTKH 105 CYTOK; IpW BHYTPUBEHHOH uWHQY3mm — 10 Mr/Kr
3a 30 MUHYT 10 Olepaluu, 3aT€M BO3MOKHO Ha3HAYEHHE 4epe3 Kaxable 6—8 4acoB € y4eToM
KJIMHUYECKOW KapTHUHBI B TEUEHUE OJTHOW MOCIICONEPALIMOHHON HEAEIH;

AMUHOKAIPOHOBYIO KUCJIOTY Ha3HA4YarOT B3POCIIBIM BHYTPUBEHHO KalleJIbHO B MEPBBIN Yac
B n03e 80—100 mut (4,0-5,0 1), 3arem npu HeoOxomumocTr BBOAAT 1o 20 M (1,0 T) KaxkIbIii yac
70 OCTAaHOBKHM  KpoBoTeueHus. [lpu penuauBe KpoBoTeueHus uHpy3uum 50  mr/kr
aMUHOKAaIpOHOBOM KHUCIIOTHI TMOBTOPSAIOT dYepe3 4 waca. [l mMosnockaHus TOJOCTU pTa
WCIIOJB3YETCSl PACTBOP aMUHOKAIPOHOBOU KUCIOTHI 5 %. JleTsim 10 18 ieT aMMHOKanpoOHOBYIO
KHCJIOTY IPUMEHSIOT BHYTPUBEHHO KamleJIbHO B 03¢ 25 MI/KT 3 pa3a B CYTKH;

40.3. ropMOHaJIbHBIE  JIGKAPCTBEHHBIE Ipemaparbl: MpPHU yYMEPEHHO  BbIPAKEHHBIX
MEHOpparusx BO3MOXXHO HAa3HAYEHHE 3aMECTUTEbHOM TOpPMOHAJIBHON TEpanuu: OpajbHBIX
KOHTPALENITUBOB IO CTAHJAPTHBIM CXE€MaM, HIPUMEHSEMbIM B I'MHEKOJOTHH, COJEpKAIIUM
3CTPOTE€H U IPOrecTepoH, B (OpMe BIATATUINHBIX KOJEI WJIM BHYTPUMATOYHBIX CIHUpajei,
BBICBOOOXKIAIONIMX 3TU TopMOHBI. OctporeHsl moBbimaT FVIII:C u vWF:RCo B mnasme,
3a UCKItoueHneM rmnanueHToB ¢ bB 3 Tuma. 3amMecTUTENbHYI0 TOPMOHAJIBHYIO TEpanuio
HA3HAYaloT MOCJe UCKIIIOUEHUS! TPOMOODUITHH.

41. Ilpu neuennn 6epeMeHHBIX xeHIUH ¢ BB Baxkno 3Hath THI BB, FVIII:C n vWF:RCo
B IUIa3Me KPOBU MAlIMEHTKU. B MEepBBIX IBYX TpUMeEcCTpax OepeMEeHHOCTH KoHIeHTpauus VWF
MOBBIIIAETCSI  HE3HAUMUTENbHO, UYTO YBEJIMYMBAET PUCK CaMONPOM3BOJIBHOIO  abopra
CO 3HAYUTENBbHOUN KpoBomoTepeil. [Ipu JIerkux u cpeIHeTKENbIX KIMHUYECKUX (popMax TeueHus
BB (tun 1 u 2) xonuentpanus vVWF B muiasme KpoBU 00bIYHO BO3pAacTaeT K TPETbEMY TPUMECTPY
OepeMEeHHOCTH, B HEKOTOPBIX CIIy4asX 0 HOPMAaJbHBIX 3HAYEHUI, M HA 3TOM JTare 3a4acTyio
OTCYTCTBYET HEOOXOAMMOCTh IPOBEJIEHUS TremMocTaTudyeckod Ttepanuu. I[Ipu  TsKenbIx
knmuHu4Yeckux Qopmax tedeHus bB (tunm 3) mpu HEOOXOAMMOCTH T€MOCTAaTHUECKON Tepanuu
CIEQYyET UCIONIb30BaTh KOHIeHTpaThl FVIIL.
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XKenmunsl ¢ BB, y kotopsix aktuBHOCTE VWF BO BpeMsi OEpeMEHHOCTH HE MOBBIIIACTCS
710 HOPMAJIBHOTO  3HAuY€HMsI, MAOJDKHBI HAOMIONAThCsl W, IPU HEOOXOAMMOCTH, IOJy4aTb
3amectutenbHylo Tepanuio K®PCK, conepxkamum vVWE. Jlo3a KoHIEHTpaTa ompenensercs
B 3aBUCUMOCTH OT ypoBHs (aktopa VIII y mamuentku, ompeneneHHoro B 28-30 Hexaenb
OepeMEeHHOCTH.

HetipoakcuansHas aHecTe3ust U kecapeBo cedeHue o6e3onacHsl npu bB 1 tuma, korna vWF:
RCo > 50 % u FVIII > 100 %; BarunansHbie poabl — nipu bB 1 tuna, xorma vWF: RCo > 50 %
n FVIII > 80 %.

Bb16op cpokoB u MeTosa pojopa3pelieHHs MPOBOJUTCSA IO CTAHIAAPTHBIM aKyIIEPCKUM
nokazanusM. Ilpu pemeHun Bompoca o crnoco0e pojaopaspelieHust (BarMHajJbHOE WU
OTepaTUBHOE) PEKOMEHIOBAHO BHIOpaTh HauOoliee aTpaBMaTHUHBIN criocol (ciemyeT m3berarhb
MHBa3UBHBIX MPOLEAYpP, POTALMOHHBIX LIUMIIOB U BAKYYM-3KCTPAaKLIMKM B OTHOLIEHUU IUIOJOB,
y KOoTopbIX nono3peBacrcs bB). Pekomenayercs npoBeneHuEe omnepanuy KecapeBa CEUYECHHS.
HeilipoakcuanpHas aHecTe3usi HE pEKOMEHI0BaHa MpHU poAopaspelieHuu keHuH ¢ bB 3 tuna.

CHmxenune ypoBHeil VWF u FVIII HaumnHaerca cpa3zy e mocie poaoB, BO3BpallasiCh
K 3HaU€HUSM JI0 OEpEMEHHOCTH B TE€UEHHE HECKOJbKUX HeNlemb. Y KeHIIMH ¢ bB noBbllieH puck
MEPBUYHOTO M BTOPUYHOTO MOCIEPOA0BOro KpoBoTeueHus. Puck 6omee BbICOK y KeHIIMH ¢ BB 2
TUIA 110 CPaBHEHHUIO ¢ xeHIuHamu ¢ bB 1 tuna.

VY Beex xeHuMH ¢ bB nenecooOpa3Ho B MOCIEPOJOBOM IEPUOJE B TeUEHUE 2—3 Henenb
MPOBOANTH  JTAOOPATOPHBI  KOHTPOJL ¢ ompeneneHneM  aktuBHocTH VWF  m FVIII
u noaaepxanueM VWEF: RCo > 50 % u FVIII > 50 %.

Bolnucka manueHToOK W3 cTalMoHapa JOJDKHA MPOU3BOAUTHCS HE PAHEE CEIbMBIX CYTOK
mnocjae poJoB (CaMONMpPOM3BOJIBHBIX) M HE paHee JAECATBIX CYTOK IIOCJ€ ONEpaTHBHOIO
poaopaspenieHusl.

I'JIABA 6
NHI'MBUTOPHAS ®OPMA BB

42. Aututena k VWF 3apeructpupoBaHbl Kak peAKOe OCIIOKHEHHE TpaHC()y3HOHHOM
tepanuud 'y 3—10 % mnanmentoB ¢ bB 3 tuma. VY gmeredt ¢ gokasaHHBIM < J1TaOOpPaTOPHO
IPUCYTCTBUEM MHIHOMTOpPOB K VWF uacTo B aHaMHe3e pErucTpUpyloTCs aljiepruyeckue
peaknuu Ha TpaHcdysuto JIC, conepxamux vVWE.

43. Bri6op u pacuet n03b1 JIC npu uarudutopHoit popme bB:

43.1. mpu tutpe muaruouropa k VWF <5 BE/mn ucnomssytor JIC, comepxammue FVIII
u vVWF B koMOuHaLNK;

cymmapHas no3a KOCK, copepxkamero FVIIL, Bkiatoyaer remMocTaTHUecKylO 103y,
paccuuTaHHylo 1o (opMyJse, NPUBEAECHHONW B YacTU TpeTbed MyHKTa 24, W HEUTpaTu3yHOIlyIo
no3y, kKotopas coctarisier 40 ME/kr Macchl Tena Ha OfHY €IMHUILY HHTHOUTOPA;

43.2. JIC snrakor-anba (peKOMOMHAHTHBIN aKTUBUpPOBaHHbIHN (akTop rVIla) npumMeHstoT
HEe3aBUCUMO OT TUTpa uHruouropa kK VWF mpu oTcyrcTBHH 51a00paTOPHOrO U KIMHHUYECKOTO
spdexra ot tpanchysuu JIC, copepxamux FVII, s mpenynpexaeHus WM OCTaHOBKH
BO3HUKILEIO KPOBOTEUEHHUS. ONTakor-ajibpa BBOASIT OJHOKpPaTHO OOJIFOCHO W3 pacyera
90 MKI/Kr Macchl Tesa JAjsl OCTAHOBKM KPOBOTEUEHHS, MOCIIE Yero MpOJODKAIOT JIUTEIbHYIO
BHYTPUBEHHYIO HWH(Y3HMIO JIEKapCTBEHHOTO TWpernapara Co CKOpocThio 10 20 MKI/KT B Yac
Ha NMpoTshKeHUU 4—5 yacoB 1m60 B g03e 90 MKI/KI Macchl Teja Kax/aple 3 4aca JI0 MOJyUYeHHs
YETKHUX MPU3HAKOB KIIMHHYECKOTO YITyUIICHUS;

OpyU MEHOpparusix snrakor-anb(a BBOAAT B ao3e 50-75 MKI/Kr Macchl Tena, HauyuHas
C TPETHETO JHS KPOBOTEUEHUS /10 MOJIHON €r0 OCTaHOBKU;

IOpU 3KCTPAKIMKU 3yOOB W MaJOMHBA3MBHBIX XUPYPrMUECKUX BMEIIATEIbCTBAX SMTAKOI-
anb(a BBOAAT HETOCPEACTBEHHO MeEpes omepalfield U cpa3y IMocie BO3HUKIIETO JTYHOYKOBOTO
KpoBOTeueHHs B 03¢ 90 MKI/KI' ¢ HHTEpBaJIOM B 2 yaca (He MeHee 4 BBEICHHUI) J10 MOJyUYCHHS
YETKHUX MPU3HAKOB OTCYTCTBHS KPOBOTCUCHHS,

OpU TpaBME TOJOBbI, MO3BOHOYHHMKA, KPOBOM3JIMSHUM B IOJIOBHOW WM CIIMHHONH MO3T,
KEIyTOYHO-KUIIIEYHOM KPOBOTEUCHUU | JPYTUX KPOBOMBIHMSIHHUAX, YTPOXKAIOMUX IKH3HH
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ManueHTa, TpU TOJO3PCHUM Ha 3a0pIOMIMHHYI0 TEeMaToMy »JITakor-aab(da BBOIAT B J103€
120 MKr/KT Macchl Tena Kaxaple 2 yaca JI0 MOJTHOM OCTAHOBKH KPOBOTCUCHHUSI.

OpnnoBpemenHoe HaszHadenne K®OCK VIII wuosnrakora-anbda (aKTUBUPOBAHHOTO)
Henonyctumo. [Ipu HazHaueHun snrakora-anbda nmocie BBeaeHus KOCK VIII untepBan mexmay
BBEACHUSIMU Yy JIET€H JTOJDKEH COCTaBJISATh HE MEHEe 3 4acoB IMPHU YCIOBUU MOATBEPKIECHHOIO
71a00paTOPHO OTCYTCTBUS BOCCTAHOBIIEHUS KOATyJISALIMOHHON aKTUBHOCTH.

I'JIABA 7
MEIJUIIMHCKOE HABJIIOAEHUE N MEJIUITMHCKASA PEABUJINTAIUSA 11PU BB

44. llensMu MEIULIMHCKOTO HAONIONEHUSI SABIAIOTCS YJIYYIIEHHE KauyecTBa IKU3HU
nanueHTtoB ¢ bB, mpenorBpamieHne pa3BUTHS T'€MOPPATMYECKOrO0 CHHIPOMA, PETPECC WIH
OCTaHOBKa IPOrPECCUPOBAHUSI KOCTHO-CYCTaBHBIX M MBIIIEYHBIX JEr€HEPATUBHBIX U3MEHEHHH,
OTCYTCTBHE CIIOHTAHHBIX KPOBOU3JIHSHUM.

MeaunuHckoe  HaONIOIEHHWE  OCYIIECTBISETCS IO MECTy  JKUTENbCTBA  IMAllMEHTa
C MEJUIMHCKMM  OCMOTPOM  BpPadyOM-T€MAaToJOrOM,  BpavyOM-TPaBMaTOJIOTOM-OPTONEIO0M,
BpPayOM-CTOMATOJIOTOM, BPayOM-CTOMAaTOJIOrOM-/IE€TCKUM HE M€Hee 2 pa3 B TroJ; OCTAJIbHBIMU
BpayaMU-CIIEUATIUCTAMU — I10 MEJUIUHCKUM OKa3aHUSIM.

MeaunuHckoe HabmoIeHue 3a nanuenTamu ¢ bB Bkirouaer:

JUHAMHAYECKU MOHUTOPUHI COCTOSIHUS ITAlIMEHTA C OLICHKOM HaJIW4Ms HEXeNaTeJIbHBIX
SIBIIGHUW TIPU TPOBEIECHUU 3aMECTUTENbHON Tepamuu (MOSBJICHHE WHTHOUTOPOB K (hakTopam
CBEpPTBHIBAaHUS KpPOBH, HWHJMBHIAYyaJbHAas HEINEPEHOCUMOCTh JIEKaPCTBEHHOIO IIpemnapara,
BUPYCHasi KOHTAMHUHAIINS);

OLICHKY M3MEHEHHUH ICUXOJIOTMYECKOT0 MIN COLIMAIIBHOTO CTaTyca MalueHTa;

OILICHKY COCTOSIHUS Tiepruepuieckoii BEHO3HOUM CUCTEMBI;

nedeHne ocnoxHeHnit BB (koppekuus neduiura xene3a, HHTHOUTOPOB);

BBISIBJICHHE U JICYEHHE COMYTCTBYIOIIMX 3a0oJeBaHUil, 0COOEHHO 3a0oiieBaHuil 3yO0OB,
MOJIOCTU PTa, KEIYJIOYHO-KHIIEUYHOTO Tpakta, JIOP-opraHoB, OopraHoB MOYEBBIIETUTEIHHOM
Y TIOJIOBOM CUCTEM, IATOJIOTHH CEPAEYHO-COCYIUCTON CUCTEMBI, IPYTHUX.

45. IlaneHTtaM C MOpak€HWEM OINOPHO-JABUIATEIBLHOIO amnmnapara, kKak npasuio c bB
3 Tuma, pPEKOMEHJOBAaHO TMpoBelAcHHE (DYHKIMOHAIBHON METUIIMHCKON peaduauTanuu,
CaHAaTOPHO-KYypPOPTHOTO JICUCHHSI B CAHATOPHSX OPTOINEAMYECKOTO MPOGWIS B KIMMATHYECKOU
30HE TPOKUBAHMSI MTALMEHTA, a TAKXKE Ha 0ANTbHEOTOTHUECKUX KypopTax.

[Inan meauko-peaOUIMTALIMOHHBIX MEPOIPUITHH pa3padaTbIBaeTCs COBMECTHO BpPayvyOM-
peadbuIuTONIOrOM, BpauoM-TpaHC(Hy3UOIOTOM, BPa4yOM-T€MaToJIOrOM, BpayOM-
(¢u3nOTEpaneBTOM, WMEIOIIMMHU OIBIT JICUCHHsS] IAalMEHTOB C HAPYIICHUSIMHU CBEPTHIBAHUS
KpPOBH.

VYV mnammentoB ¢ BB 1nenecooOpa3HO TMpOBEACHUE IIKOJ TCHXOJOTHYECKON amamnTarin
JUISL TIAIIMEHTOB ¢ TeMODUITHE.

[punoxenue 1

K KIHHHYECKOMY ITPOTOKOITY

«OKa3zaHne MeIUIUHCKON IIOMOIIH
MaryeHTaM (B3pociioe U JETCKOe HaCeICHHE)
¢ 6one3Hpr0 Brieopangay

AJITOPUTM HANIPABJIEHHUS NMAIUEHTA C TeMOCTA3UONATHEH M0 MeIUIUHCKOe HADJII0IeHue
B OPTraHHU3aLUMI0 3IPABOOXPAHEHUS], 0KA3BIBAKINYI0 MEIUIIUHCKYI0 OMOIIb MALMEeHTAM
B Bo3pacrte crapuue 18 jger

1.3a 12 wMecsneB 10 JOCTHKEHHUS TAUMEHTOM 18 eT B A€Hb MPEarnonaaraeéMoro
ouepenHoro BBeneHus npoduiakrudeckoit 10361 KOCK B O3 e HaxoauTcs Ha AUCTIAHCEPHOM
y4eTe MalKeHT, MpoBoAIT papMakoKnHeTHYECKOe uccaenaoanue (nanee — OKI).

2. Ha ocnoBanun nposeneHHoro @KU paccuuthiBatoT 103y u pexum BeeaeHuss KOCK
C YYETOM OCTAaTOYHOU KoaryinsiquoHHoW akTuBHOCTH @CK — He meHnee 2,1 %.
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3. Pacuetnoe kommdectBO KOCK oOkpyrisitor B OONBIIYI0 CTOPOHY C YYETOM €Tro
conepxanus Bo ¢piakone KOCK.

4. Bpauy-remMaToJor WIn Bpauy-CIEeIHATUCT, OCYIIECTBISIONNNA MEIUIIMHCKOE HAOII0ICHNE
10 MECTy TpoXuBaHUsA (TpeObIBaHMs), 3a 12 MecsameB 10 JOCTHDKCHHS TarueHToM 18 et
o opMIISIET STAaITHBINA SMUKPHU3, BKIIOYAIONINI BRIMUCKY U3 METUIIUHCKON KapThl aMOyIaTOPHOTO
OOJILHOTO ¥ KOTHIO BpayeOHOr0 KOHCHUJIMyMa Bpadeh-CHenuaiiucToB (B COCTaBe Bpada-
remMarosora, Bpaya-TpaBMaTosiora-opToneia, Bpada-Tpancdy3noora).

5. Beinucka u3 MeTMIIMHCKOM KapThl aMOyJIaTOPHOTO OOJIBHOTO JIOJKHA BKITIOYATH:

JaHHbIC aHAMHE3a;

MOJITBEPK/ICHHBIE JaHHBIE O KOJIMYECTBE TE€MOpPPArndecKux SMU30/10B (KPOBOTEUEHUI)
Y UX OMHCAHKE B TEUCHUE MOCIEAHUX 12 MecsIIeB;

o0pa3 xu3HU (paboThl, yueObl) U peXUM (PU3NUECKON aKTUBHOCTH IMALlMEHTA;

JaHHBIE KIMHUKO-TA00pPaTOPHBIX HCCIeAOBaHUN (OOIIMI aHamu3 KpOBU, OMOXUMHUYECKUN
aHaJM3 KpoBH (00muit O6emok, MoueBrHa, KpeatuHuH, owmpyouH, ACT, AJIT, 3MeKTpoJIUTHI),
koarysorpamMa (AUTB, I1B, TB), 6a3zoBas aktuBHOCTb AeuuutHOro ®CK, TUTp HHTHOUTOPOB,
pesynbratel nocaeanero ®KU, onpenenenne mapkepoB BupycHoro renatura B u remaruta C,
o0IIuii aHaTIU3 MOYH ),

JaHHbIe (PYHKIMOHAIBHBIX MeT0/10B uccienoBanus (OKI', pentrenorpadpuueckue, apyrue
M0 METUITUHCKUM TIOKa3aHUsIM);

OpTOIEINYECKUI CTaTyC, KOHCYJIbTaATUBHOE 3aK/II0UEHHE Bpauya-TPaBMaToJIora-opTonena;

JIMAarHO3, CTETIeHb TSKECTH reMo(punny;

o0ocHOBaHHOE omucaHue rnpoBoaumoro JsieueHus (HaumeHoBaHue KDOCK, koMmoHEHTOB
KpPOBU I'€MOCTaTUYECKOTO IEHCTBUS, TO3UPOBKHU M KPAaTHOCTh BBE/ICHU).

6. Pemienre BpaueOHOTO KOHCHIIMYyMa JIOJDKHO BKJIFOYATh OOOCHOBAHUE M CXEMY JICUCHUS
¢ npumeHeHueM KOCK nocne noctmxenus nauueHTom 18 jer.

7. Beimucka W3 MEIUIIMHCKOM KapThl aMOyiaTtopHoro OoibpHOTO 3a 12  MecsueB
1o noctrxeHus uM 18 net nepenaercsa B O3, 0Ka3bIBAIOILYI0 MEAUIIMHCKYIO MIOMOIIb B3POCIOMY
HACEJICHHUIO, I10 MECTY pETUCTpanuu (MPOXMBAHWS) NalHMEHTa IS IJIAHUPOBaHUS 00BbeMa
MEIUIIMHCKON MOMOIIH 1 rogoBoi morpedrocty B KOCK.

[punoxenue 2

K KIHHHYECKOMY ITPOTOKOITY

«OKa3zaHne MeIUIUHCKON IIOMOIIN
MaryeHTaM (B3pociioe U JIETCKOe HaCEICHHE)
¢ 6one3Hpr0 Brieopangay

AJITOPUTM OPraHM3alUU OPTOIE0-TPABMATOJOTHYeCKOl MeIUIIMHCKOH MOMOIIH
NMalUEeHTAM C FeMOCTa3HONATUSIMH

1. [InanupoBaHue NPOBEIAECHUSI XMPYPrHUECKOIO BMEIATENbCTBA (3HIOMPOTE3UPOBAHUSA)
ManKeHTa ¢ remocrazuonaTusiMu (B Tom uucie, ¢ bB ¢ obecneuennem remoctatudeckumu JIC
(KOCK, wunHbBIMH, Ha BeCh MEPUOJA JICUCHUS U MEIUIMHCKON peadHIuTaluu) MPOBOIUTCS
B [-III kBapTasie Texyuiero roga — Ha IPEACTOSIIUHN TOI.

2. DKCTpeHHas TPaBMAaTOJOTUYECKAS MCAULMHCKAS IIOMOIIIb maryeHTaM
¢ KoaryjonaTusiMu T. MUHCKa OKa3bIBa€TCsl B YCJIOBHUSAX TOCYJAPCTBEHHOTO YUYPEKICHUS
«PecnyOnuKaHCKUH HAyYHO-TIPAKTUYECKUH LEHTP TpPaBMATOJOTMHM W OPTONEAMM» (Jasee —
I'V «PHIIL TuOy»), B obmactsix — B O3, umeromield B CBOEM COCTaBE OTACIICHHE T'eMaTOJIOTHH,
WJIM WHBIX TIPH YCIIOBUU BpaueOHON KOHCYIbTAIMH Bpaya-reMarosiora, Bpada-Tpancdysuonora.

3.C mnenblo OMNpeAeieHUs MEAUIMHCKUX TOKa3aHWH, MEIMIIMHCKON NpOodHUIaKTHKN
KpPOBOTEUEHHUS] M IUIAHMPOBAHUS  OKa3aHUs  IJIAHOBOM  OPTOIENO-TPaBMaTOJOTMUECKOM
MEIUIIMHCKOW TTOMOIIH, B TOM YHUCJIE, ISl SHAOMPOTE3UpOBaHus cycTaBa, u odecreueHuss KOCK
MPOBOAMWTCS ~ BpaueOHass  KOHCyJbTalus  (BpaueOHBIH  KOHCHJIMYM), BTOM  YHCIHE,
C UCTIOJIb30BaHUEM  PecrmyOnMKaHCKOM  CHCTEMBI  TEJIEMEAUIIMHCKOTO  KOHCYJIBTHPOBAHUS
C yJacTHeM Bpada-TpaBMaTOJIOra-opTole[a | Bpayeil-CrielMainucToB 00JacTHOrO KaOuHeTra
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natonorun remocrasza (PecrmyOnukanckoro lleHTpa maTojgoruuM reMocrasa) — B COOTBETCTBHH
C YPOBHEM OKa3aHUs MEIULIUHCKON IOMOIIH.

4. [Tpuka3oM pPYKOBOJUTENS TJABHOTO YMPABJIECHUS IO 3[paBOOXPAHEHUIO OOJIACTHOTO
WCIIOJIHUTENIBHOrO  KoMuTera, Komurera 10 34paBOOXpaHEHHI0 MMHCKOTO  TOPOJCKOIO
UCHOJHUTENBbHOTO KomuTeTa u aupekropa I'Y «PHIILL TuO»:

4.1. Ha3HavaeTcsl Bpad-TPaBMATOJIOT-OPTOTE, OTBETCTBCHHBIM 3a OpraHU3AIMIO PaOOTHI
¢ manueHTaMu ¢ remocrasuonatusimu (bB);

4.2. opranusyercs o0OecreueHrue TOCTyna B PeCyOJUKAaHCKUNA PETrUCTP TeMOCTa3uomaTHil
Bpady-TpaBMaToJIOry-OpTOIEeny, OTBETCTBEHHOMY 3a paboty C NalMEeHTaMHU
¢ remocrtazuonarusimu (bB);

4.3. ompenensioTcs  O0S3aHHOCTH — Bpauya-TPaBMATOJIOTa-OpTOINENa,  OTBETCTBEHHOTO
3a paboTy ¢ namnueHTaMmu ¢ remocrasuonarusmu (bB):

OIIEHKA OPTOIEUYECKOI0 CTaTyca NalueHTa;

BHECEHUE  JIaHHBIX  OPTONEIUYECKOTrO cTaTyca M IUIJAHUPYEMOro  JICYEHHUS
B PECIyOIMKAHCKUI PETUCTP TeMOCTa3HOMNATH;

ONpeEICHNE MEJUIIMHCKUX [TOKA3aHUI K OPTONEINYECKON KOPPEKLIUH;

odopMIIeHHE KOHCYJTFTaTUBHOTO 3aKIIOYEHUS C PEKOMEHIAIUSIMU;

HaIpaBJIEHUE U COIJIaCOBAaHHWE  TNPOBEACHMUS  XHPYPrHUYE€CKOrO0  BMELIATEIbCTBA
Ha pECIyOJMKaHCKOM YpOBHE, MEIMIMHCKOE HAOIIOJCHHE B MOCIECONEpPAlMOHHOM IepHOe,
COTJIACHO JIaHHBIM peKOMEHJAlMsM (IUIsl Bpaya-TpaBMaToOJIOra-opTonea pPEeruoHaIbHOTO
YPOBHSI);

IIOCTAaHOBKA Ha y4eT, IJIAHUPOBAHUE IMPOBEJIEHUS XUPYPrUYECKOro BMemaTenbcTsa B 'Y
«PHIIL, TuO», mnomaga wHPOpPMAIMK TIABHOMY BHEIITATHOMY CHCIHAIUCTY pErHoHa
110 TEMATOJIOTUH, TJaBHOMY BHEIUTATHOMY CHELMATUCTY MUHUCTEPCTBA 31paBOOXPAaHEHUs
110 TEMOCTa3UONATHIM, BbI30B MAallMEHTa IS POBEAEHUS XUPYPrUYECKOTO BMEIIATENIbCTBA,
MEIUIIMHCKOE HaOJI0/IeHNE B MOCIEONEPAI[MOHHOM TEepUOo/ie COTJIACHO JAaHHBIM TMPU BBIMTUCKE
pPEKOMEHIaIUsIM (7151 Bpaya-TpaBMaToJI0ra-opTomneaa peciyoIMKaHCKOTO YPOBHS);

[ocjie  BBIIOJHEHUS  XUPYPrU4e€CKOro  BMEIIATEIbCTBA  MAIUEHT  IOJJIEKUT
JIMCTIAHCEPU3AIH B aMOyJIaTOPHO-TIOIMKIMHIYECKOM OpraHn3alluy 110 MECTY KHUTEIbCTBA.

[Ipunosxxenue 3

K KIIMHAYE€CKOMY TPOTOKOIY
«Oxazanne MEIUITMHCKOMN TOMOIIHA
MalyeHTaM (B3pocioe U JeTCKoe HaceIeHue)
¢ 6ose3Hpi0 Bumteopanma»

MamsaTka
0 He00XO0AMMOCTH COOTI0ICHUS] OXPAHUTEJBHOI0 PeXKUMA /I NALMEHTOB
¢ BPO:KI€HHbIMU (IPHMOOPETEeHHBIMU) HAPYLIEHNUSIMHM CBEPTHIBAHUSA KPOBH

Bpoxnennsle ¥ MpUOOpPETEHHbIE  HAPYIICHWS  CBEPTHIBAHUS  KPOBU, CBSI3aHHBIC
¢ nepunurom ogHOTO M3 GAKTOPOB CBEPTHIBAHUS KPOBH, MPEICTABISIOT CEPhE3HYI0 OMAacCHOCTh
BO3HUKHOBEHHS KpoBOoTeueHuiH. KpoBOM3IUSHUE B BEIIECTBO T'OJOBHOIO M (WJIM) CHUHHOIO
MO3ra, KPOBOM3IUSHUS B MATKHE TKAHM IlI€M, HOCOBBIE KPOBOTEUYEHMSI M KPOBOTEUEHUS
CO CJIM3UCTOU pTa, KPOBOM3IUSHUS B TPYIHYIO M OPIOLIHYIO TMOJIOCTH, TIOYEYHOE KPOBOTCUCHHE,
KPOBOM3JIMAHUSA B 00JacCTH CYCTaBOB MOTYT BO3HUKaThb CaMOIIPOM3BOJIBHO WM TOCHE
MUHUMAJIbHON TPaBMbI B 3aBUCUMOCTH OT CTETIEHU TSKECTH HapyIIeHUs cBepThiBaHus. Jltoboe
KpOBOTEUYEHHUE MPEACTABIISIET YIPO3y s KU3HU. [loaTOMY 17151 penynpex1eHHs] KpOBOTEUECHUM
MAUEHTHI ¢ BPOXKICHHBIMU WM IPUOOPETEHHBIMU HAPYLICHUSIMU CBEPTHIBAHUS KPOBU JOJIKHBI
coOMoIaTh  OXPAHUTENBHBIN pPEXUM, H30€raTh CUTyallud, CBS3aHHBIX C MOBBIIICHHON
TpaBMaTtu3amnuen. Ilanuentam 3anpemiensl urpsl (Qpyrdon, xokkel, 6ackerdon, 6okc, 60pboda,
KaTaHUE Ha BEJIOCHUIIE/le, KaTaHWE Ha CaHKaX CTop, KaTaHWE C MCIOJb30BAHUEM JPYTUX
MOIPYYHBIX CPEACTB, APYTHE) U 3aHATHs CIIOPTOM (KOHTAaKTHBIE €IMHOOOPCTBA, aTIeTUYECKas
TMMHACTHKa, CIIOPTUBHAs TUMHACTHKA, IPYTHUE), CBSI3aHHBIE C TIOBBIIICHHBIM PUCKOM IMOJTy4YEHUs
TpaBM U BOBHUKHOBEHHS KPOBOTECUEHHUIA.
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[Ipunoxxenue 4

K KIIMHAYECKOMY TPOTOKOIY

«Oka3zaHue MEAUIUHCKON TOMOIIN
MareHTaM (B3pociioe U JeTCKoe HaceIeHHe)
¢ 6ose3Hp0 Bumteopanma»

Tabmuma 1
JlabopaTopHbie M3MeHEeHHs, accouMUpoBaHHbIe ¢ BB
r]ﬁ[ Ioxazarenn Tun 1 Tum 3 T 2A Tun 2B | Tun 2M | Tun 2N
1 vWF:Ag o L <3% \) \) \ Hwmwm {
2 vWF:RCo b Vi <3% 4w N N H nmm
3 |FVIIL:C H v <10 % H wm 41 Hum 4 |Hwumu 4 [ mwm L
4 vWF:RCo/ >0,6 - <0,6 <0,6 <0,6 >0,6
vWF:Ag
RIPA H vm - \) H vu T \ H
6 [TpoMOOIHTHI H H H H wm H H
IIpumeuanus:
H — nopma,  — cHmkeHO, T — MOBBIIIEHO;
vWF:Ag — anturen ¢akropa Buinebpanna;
vWF:RCo — pucroneTrH-K0QaKTOpHAs aKTHBHOCTE;
FVIII:C — npokoaryJisiHTHast akTuBHOCTB (akropa VIII;
vWF:Ag — anTures ¢akropa Bumieopanna;
RIPA — arperamnus TpoMOOIIUTOB, HHIyIMPOBAHHAS PUCTOLICTHHOM;
FVIII — ¢akrop VIII;
vWEF:CB — kol1areHcBA3bIBaroIasi akTUBHOCTD V;
WE:FVIIIB — cioco6rOCTH (hakTopa Brnebpanna cs3piBats FVIIL.
Tabnuna 2
Knaccupukauus u xapakrepucruka bB
Ne Tun bB Hlacrora eTpeuacmocTH OO0ycJI0BIEHHOCTh XapaKTepuCTUKa
/11 (B mporeHTax)
1 [Tum 1 75-80 Konmuectennoe cumkenne vWF npuUactuunsiit nedunur vWF, ypoBeHb
COXpaHEHHOHN (PYHKIINH Kax 0 FVIII HopManbHBIA WM CHUKEHHBIN
MOJIEKYJIBI [POIOPLMOHAIBEHO CTEIICHU
cHxenust vVWF
2 (Tum 2 5-15 KauectBenubie uzmenenus VWF, KauectBennsie nedextsl VWF
CBSI3aHHBIC C HAPYILICHUEM
(hopMUpPOBaHMS €r0 MOJICKYJIBI
3 RA JledexT cexpern CHIKEHUE KOJIMYEeCTBa
BBICOKOMOJIEKYJISIPHBIX MYJIBTUMEPOB [BBICOKOMOJIEKYJISIPHBIX MYJIBTHMEPOB
1 noBbIIIeHHE ITpoTeosin3a VWF 'VWF BcliiecTBUE MOBBIILIEHHOM
TyBCTBUTEIBHOCTH K IIpOTEa3e
ADAMTS13
4 2B [ToBsIIIEHHOE CPOACTBO IuTa3MeHHOro [[ToBbimenue ahdpuaaocTrn VWF
vWF k penentopy xk vVWF k peuenropam GPIb rpombonnTos,
Ha MeMOpaHe TpoMOOoIHTa M30BITOYHOE CBsi3bIBaHue VWF
(rnukomnpotenny Ib) c TpomMOoLTaMH
5 2M Hapymenue cBs3u asmeHHoro vWF (CHIDKEHHE PHCTONETHH-KO(DaKTOPHOM
c peuenropom K VWF Ha MmemOpane  [akTuBHOCTH VWF Mipu HOpMaiisHOM
rpombormTa (riukonporenHoM Ib)  (comepxannu antureHa vWF,
HOpMaJibHasA MYyJIbTUMCPHAA
crpykrypa vWF
6 2N Hapymienue cBsizu dakropa VIII Camwxenune apduaHoctr k FVIII
c VWF HOopMalibHOE cogepxkanue vWF
7 (Tum 3 <5 SHaunTenbHbIN nedpunutr vVWF Hawn6onee Tsokenas popma —
(<3 %) MPaKTHYECKH TT0JIHOE OTCYTCTBHE
vWF B ma3me (< 3 %), Tpombonmrax
1 COCYAMCTON CTEHKE HU3Kas
axtuBHOCTH FVIII (< 10 %)
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IIxaaa oneHKH TAKECTH reMmopparu4e€Cckoro CuHapomMma

Tao0nua 3

No bassr!
- Knunnueckue nposiBieHus ] 0 1 > 3 1
1 |HocoBble KpoBOTEUEHUS He Obu10 Mtnt > 5 31K30/10B B IoJl BpaueOHast KOHCYJIbTAIHS Tamnonana, i TpaHcdy3us KpoBH, e
5 3MH3070B B IOJ WIIN TTUTETBHOCTBIO [IpHXUTaHUe, UITH KOMIIOHEHTOB MUJIH
> 10 MuHyT MCII0JIb30BaHUE 3aMeCTUTEIbHAs Tepanus,
MHrHOUTOPOB PUOPHHONHM3A® [MIIH TECMOTIPECCUH
2 |Cunsixu He 6but0 it > 1 cM ¥ CHOHTaHHBIE BpaueOHast KOHCYIbTanus
<1cm
3 |[KpoBoTedeHUs U3 HEOONBITHX He Obu10 MtH > 5 3MM30/]10B B roj1 BpadeOHast KOHCYJIbTAIHS Xupyprudeckuii remoctasz  |(Tpancdy3us kpoBH, ee
paH < 5 AIM30/10B B T'OA MY JJTUTEIbHOCTBIO WK UCIIOJIb30BaHNE KOMIOHEHTOB WU
> 5 MUHYT MHTUOUTOPOB (PUOPHHONI3A [3aMECTUTEIbHAS TePaITHs,
MM IECMONIPECCHH
4 |KpoBoTeueHHs U3 CITU3UCTOM He 65110 brutn, x0T 061 1 31301 BpaueOHast KoHCymbTausg | XUpyprudeckuii remocta3  |[Ipancdy3us KpoBH, ee
MOJIOCTH pTa B TOx KOMITOHEHTOB WJIN
3aMecTUTEIbHAs Tepanus,
VJIH IECMOTIPECCHH
5 [KemynodHo-KuiedHbIe He 0n110 IbEITTH, CBSI3aHHBIC C I3BEHHOM |BBIITN, CTIOHTaHHBIC XUpyprudecKkuii reMocTas,
KPOBOTEUEHHUS 00JIe3HBIO, TTOPTATHLHOM MCTI0Ib30BaHUE
TUTIEPTEH3UEH, MHTUOUTOPOB (hUOpPUHOIHU3A,
QHTHOTUCTIIa3UeH TpaHCcdy3usi SPUTPOLIUTOB,
3aMECTUTENbHAS Tepanus
I JECMOTIPECCUH
6 [KpoBoreuenus npu ynanenun [He Obuto He nposoaunacek bbuIM KPOBOTEUEHHUS B bbuIM KPOBOTEUEHHUS B Hanoxxenue mBoB win Tpancdysus kposu, ee
3y0oB KPOBOTEUEHHI MOCIEe PKCTPAKLUS WU < 1/4 BBINOTHEHHBIX > 1/4 BBINOTHEHHBIX TaMITOHA/1a 110 TPEOOBAHUIO |[KOMIIOHEHTOB,
He < 2 yaaneHui OTCYTCTBUE PKCTpaKIuii, He TpeOOBaTM  [PKCTPAKINN, BMEIIATEIHCTB BaMeCTUTENbHAs Tepanus
KPOBOTCUCHHS 1TOCITIE  [BMEILIATENIBCTB He TpeboBaH M 1ECMOTIPECCHH
1 ynaneHus
7 |[KpoBoreueHus npu He 65110 He npoBoaunucs bbLIM KPOBOTEUEHUS B bbIM KPOBOTEUEHUS B Xupyprugeckuii remocta3z  |{Tparcdy3us kpoBH, ee

XUPYPTAIECKIX
BMEIIIATEIbCTBAX

KpOBOTEUYEHUH TOCIIE
He < 2 BMEIIATEILCTB

BMEIIATENbCTBA NN
OTCYTCTBUE

KpOBOTEUYEHUH MOCIIEe
1 BMemaTenbCcTBa

< 1/4 BBITIOTHEHHBIX
XUPYPrHYECKUX TPOLERyp,
BMEIIATEIbCTB HE TpeOOBaIN

> 1/4 BBITTOJTHEHHBIX
XUPYPrHYECKUX TPOLERYp,
BMEIIATEIBCTB HE TPeOOBAIN

HITH UCTIOTb30BAHNE
MHTHOMTOPOB (pUOpHHOIH3A

KOMIIOHCHTOB,
BaMECTUTEIIbHAA TEPAITUA
NI IC€CMOIIPECCHUH
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8 [MeHcTpyanbHBIC MeaurHCKast TOMOIIB [BpadeOHas KOHCYIbTAIUSL > 2 3MHU3000B B roj KomOunupoBanHoe nedeHne [ ocnuranm3anus
KPOBOTEUEHHMSI He TpeboBaiach MM CMEeHa IPOKJIaJI0K Yale 1[BpeMeHHOM C IPUMEHEHUEM M SKCTPEHHOE JICUeHNE
pa3a B 2 Jaca WiH HETPYIOCIIOCOOHOCTH I |[HHTHOUTOPOB (PHOPHHONN3A |FITH HEOOXOAUMOCTh
00pa3oBaHKe CTYCTKOB MJIM  |[MCIOJIb30BaHUE MHTMOUTOPOB [ TOPMOHAIILHOTO JICYCHUs, (B TpaHC(Y3UU KPOBH, €€
MpoTeKaHue (bubOprHONN3a, WUIN TIOSIBJICHUE KOMITOHEHTOB,
FOPMOHAJIBHOTO JICUEHUS! WIIM [KPOBOTEUCHUH C MOMEHTa  [3aMECTHTENbHAs Tepanus,
JIC, comeprKanyx xeje30 Hayajla MEeHapxe TECMOITPECCHH, KIOPETaK,
U JUINTETTBHOCTHIO QOJISALMS SHIOMETPUS,
> 12 mecsilieB TUCTEPIKTOMUS
9 [[TocnepomoBsie KpoBoTedeHus |He 6bu10 He 6but0 poioB miin [ BpaueOHast koHcynbranusi  [Mcnosib3oBanue JIC, Tpancdy3us Kposu, ee JTrob0e 3KCTpEeHHOE UITH
KPOBOTEUEHHH IT0CyIe [HEe OBUIO KPOBOTEUCHHS [MIIM HCIIOJIb30BAHUE COZIEpIKAIX JKeNe30, MM |KOMIIOHEHTOB, OIIepaTHBHOE
He < 2 poJIoB mocie | pomos OKCHTOIIMHA HWJIM JIOXHOMETPa [MHTHONTOPOB (pUOPHUHONM3a [3aMECTUTENbHAS TEepalisl  [BMEIIATEIHCTBO
B TeYEHHUE > 6 HEJETb VTN JIECMOTIPECCHH, WITH (TUCTEpIKTOMHS,
HEOOXOANMOCTD IIernpoBaHUE BHYTPEHHEN
MCCIIeJOBAaHMS [TOJIB30IIHOM apTepuH,
0T aHecTe3neH 1 (v PMOOIA3AIMI MATOYHOM
M CIIOJIb30BaHUsA ApTCpUU, HATTOKCHUC
BHYTPUMAaTOYHOTO OAJJIOHA |[MAaTOYHBIX
W (WIK) TAMOOHAJIBI MATKH _ |(pUKCHPYIOLIMX IIBOB)
10 [[TomkoxkHBEIE IHukorna He ObLTO bbby mocne TpaBM, Je4eHusl |bblM CIOHTaHHBIE T€MATOMBL,bbUIM CIOHTAHHBIE WIIH BbIIM CTIOHTaHHbBIE WIIN
W BHYTPUMBIIICYHBIE He TpeboBaH neueHus: He TpeOOBaAIIN [0CIIe TPaBM, [ocje TPaBM,
KPOBOM3JIHSTHAS MOoTpeOOBABIITHE rmoTpeboBaBIINe
MMPUMEHCHUA ICCMOIIPECCUHA XUPYPIUICCKOI'0O
VUTH 3aMECTUTETbHON BMEIIATEIECTBA HITH
Tepanuu rpaHcdy3un
11 [KpoBoTeueHus B CyCTaBEI Huxorna ve 610 bt ociie TpaBM, JiedyeHus! |bbUIM CIIOHTaHHBIE, JIe4eHUs (BbUTH CIIOHTAHHBIE HITH BBUTH CIOHTAaHHBIE WITH
HEe TpeOoBaIH HEe TpeboBaIH [TOCJIC TPABM, [10CJIC TPaBM,
norpedoBaBIINe rmoTpeOoBaBIIe
[IPUMEHEHHUSI 1€CMOIIPECCHHA|IPOBEICHNS
VUIN 3aMECTUTEIIbHAs XHPYPTrHYECKOTO
Tepanus BMEIIATEIbCTBA NN
rpaHcdy3un
12 [KpoBouznusHuS IHukora He ObLTO CyOnypanpHas reMatomMa,  |[BHyTpUMO3roBas
B LICHTPAJILHYIO HEPBHYIO oTpeboBaBIIasi JIIOOOTO remMaToma,
cucreMy BMEIIATEIbCTBA rmoTpedoBaBmIas I0O0TO
BMEIIAaTEILCTBA

! BanyibHast OlEHKa TSHKECTH FEMOPPArMYECKOTO CHHAPOMA SBJISIETCS PE3YJILTATOM CyMMHMPOBAHHs OA/IOB CAMBIX TSHKENBIX SU30/10B KPOBOTOUUBOCTH MO KaXI0i CTPOKE.
Jlis mnarnoctuku BB cymma 6amnoB > 4 umeer gysctBuTesnsHOCTS 100 %, crienmpuanocTs — 87 %.
2 AMMHOKanpoHOBas KUCJIOTa, TPAHEKCAMOBAs KMCJIOTA.
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Tao0numa 4

3amecTureabHas npopuaakTuyeckas tepanusa npu bB

Ne Toxamusaius Tun Hosa Hagano meguumHCKOM
- PEeUUIUBUPYIOLIETO FVIII+vWE/FVIII, Pexum
n/m BB NpoQHITAKTUKH
KpPOBOTEUEHHUS ME/kr Macchl Tena
1 [CemapTpo3sl 3 10-50 1-3 pa3a B Hepento [[locie mepBoro
KPOBOTEUYECHUS

2 [KemnynodHo-KHIIEUHBIE 2 2040 2—4 pa3a B Hepemto [[locne 2—3 kpoBoTeUeHHUI
KpOBOTEUEHHS

3 [HocoBsle kpoBOTE€UEHUE 3 20-50 1-3 pa3a B Henemo |[Tocne 3—4 kpoBoTEUEHUI
n (WIM) KPOBOTEUCHHUS B T0J1 (OOBIYHO 1ETH)

M3 CIM3MCTOM IOJIOCTH PTa,
BeIyIIHe K aHeMU3AINI

Tabmuma 5
3aMecTHTeIbLHAS reMocTaTHuecKas Tepanud NMpu pasiindiHbIX BUAaX KPOBOTCYCHUSA

Ne MeaunnHCKIe TOKa3aHus Hosa VIIF+vWE Pexum BBeneHus Lens

/11 nim FVIII, ME/xr

1 [lerkue KpoBOTEUECHHS 20 OO6br9HO OTHOKpaTHO |[OCTaHOBKA
13 CIIM3UCTHIX (HOCOBEIE, KpPOBOTEUECHHS,
ITECHEBBIC) FVIIL:C u

vWEF:RCo > 50 %

2 |CrioHTaHHBIE WU 20-40 OO0bIYHO OHOKpATHO |OCTaHOBKA
[MOCTTPABMATHYECKUE YMEPEHHBIE kpoBoteueHus:, FVIIL:C u
KPOBOTEUEHHUS, KPOBOU3IUSHUS vWEF:RCo > 50 %

B MSITKHE TKaHH, FeMapTpo3

3 [Dkcrpakims 3y00B 30-50 OIXHOKPATHO FVIII:C u

vWF:RCo > 50 %

4 |MeHopparus 6obIne 7 CyTOK FITH 20-50 Kaxxmpie 24 gqaca OcTaHOBKa
MPUBOAAIIAS K aHEMH3AINN B TeUeHHE 2—6 AHEH |[KPOBOTECUEHUS,

MEHOpparui FVII:C u
vWEF:RCo > 50 %

5 [Kemynouno-kumeqHoe 40—-50 omHOKpPATHO; B Teuenue 5—7 cytok |[OcTaHOBKA
KpOBOTEUEHUE moanepkuBaromas 1o3a {10 ME/kr 1 pas KpOBOTEUEHHUS,

20—40 2 pa3a B CyTKH B CYyTKH FVIIL:C > 80 % u
IO MOJTHOM OCTaHOBKHU vWEF:RCo > 50 %
KPOBOTEYEHHUS
6 [KpoBomsnusHue B FOJIOBHON 50 OAHOKpPATHO; B Teuenne 15 cytok |OctaHOoBKa
1 (WJIM) CIIMHHOM MO3T moaepkuBatonias 103a  [mo 4050 ME/kr 1-2  [kpoBoTEUEHUS,
25-30 xaxkable 8 yacOoB  |pa3a B CyTKH FVII:C 80-100 % u
IO MOJIHOM OCTAHOBKHU vWEF:RCo > 50 %
KPOBOTEUCHHUS
Tabmuma 6
3aMecTHTeJIbLHAS reMocTaTHuecKas Tepanud NPpU XUPYPruveCKUX BMEIIATEIbCTBAX

Ne MenagunuHckue Hoza VIII+vWF PeskiM BBEICHIS e

/1 [TOKa3aHus niu FVIIL, ME/kr

1 [bompmioe IHaceImaroras 1osa: B teuenue 2—4 cyTok, 3aTeM [Mepen XupyprudecKiuM
XHPYpPTAYIECKOe OTHOKpATHO 3a 1 gac 2 pa3a B CyTKH JO CHSTHS IIBOB  [BMEIIATEIbCTBOM
BMEIIIATEIIECTBO IO XUPYPTrUIEeCKOTO 1 32KUBJICHUS PAHBI 1 gepe3 36 gacoB mocie

BMenaTenbcTBa S0-60,
Mo//Iep KUBaroas 103a:
25-30 2 pa3a B cyTKH

HEro
FVII:C u

vWE:RCo mo 100 %,

B TeueHue 6—10 mHel —
IFVIIL:C u vWF:RCo

> 50 %
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2 [Manoe Haceiuaromas nosa: B teuenue 1-2 cyTok nocie [lepen XUpypruueckum
XHUPYPrUIECKOe 0JTHOKPATHO Mepe]l HAYaJloOM [XHPYPIUISCKOr0 BMEIIATEIbCTBA,[BMEIIATEIbCTBOM
BMEIIIATEIIECTBO XUPYPTAIECKOTO 3aTeM 2 pa3a B CYyTKH JIO CHATHS [M 4epe3 36 4acoB mocie

BMmeratenbeTBa 30-50, [IBOB Y 3a)KUBJICHUS PaHBI. HETO
[Mo/JIep>KUBAOILAs 103a: B TeueHue cyTok mocie IFVIII:C u vWF:RCo
15-25 2 paza B cyTku ITFOMOaIbHON IyHKINH WIIN > 80 %,
yAaJIEHUS MUY paTbHOIO B TeueHue 7—10 gueit
Karetepa Ut HelpoakcuansHoit [FVIIL:C > 50 %
aHecTe3nn
3 [epemnom TpybOuarsix [HaceImaromas qo03a: B teuenue 1-2 cyTok mocie IMepen XupyprudecKiumM

[KOCTEH, KOCTEH Ta3a
MJIM HEOOXOIUMOCTE
0CTaHOBKU
KPOBOTEUYEHUS,
[YTpO>KarOILEro
PKH3HH

OTHOKpaTHO 3a | yac
10 XHUPYPTrU4eCcKOro
BMenaTenbcTa S0-60,

MMOJAJACPKMBAromas 103a:

25—-40 2 pa3a B cyTKH

XHPYpPrUYecKOro BMeNIaTeIbCTBa,
3aTeM 2 paza B CyTKH JI0 CHATHS
[IBOB 1 3aKMWBJICHUSA paHbI

BMEIIATEILCTBOM
1 uepe3 36 yacos mociue
HEro

FVII:C u

vWE:RCo mo 100 %,

B TeueHue 5—10 mHel
IFVIIL:C u vWF:RCo

> 80 %
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