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Y10 HY)KHO AJ1M1 YCIICIIIHOIO
JedeHUs reMopuInu?

boabHOU remopuanen
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IIpoTokoJ JedyeHuss 00JbHBIX
LleHTp mo JieyeHnro reMmopuInu
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KoHueHTpaThl GaKTOPOB CBEPTHIBAHUS KPOBH

Ipenaparsl AJ14 JiIe4YeHUSA UHTHOUTOPHOM
dopmbl remopuiiuu A/B

dnrakor ajabda
1 HoBoChBeH
0 Koarua VII

AHTHUHTHOUTOPHBINA KOATYJIAHTHBIN
KOMILJIEKC

0 @eitba

Ipenaparsl 1J14 JiedeHus1 00J1e3HI
Buwiieopanna

KomOunupoBanubid ®@VIII+dpakrop
BuiieOpanga

o I'emare 11
0 Buiare

IIpenaparsl 14 JeyeHusa gepuuura OX

IIpenapar npoTrpoMOMHOBOI0 KOMILJIEKCA
o IIporpomruieke

IIpenaparsl 14 JeyeHus gepuuura OVII

Paxrop VII
Juraxkor ajabha

0 HoBoChBeHn
0 Koarun VII
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[ [puHITAIIEL JICUCHMA

AHTHreMO(pWIbLHBbIE Ipenaparbl paccuyuTbiBawTcd B ME Ha Kr
MAacCChl TeJIa MalUeHTa

KoaunyectBo ME Ha Kr Macchl TeJia MAIMEHTA 3aBUCHAT OT:
- 00J1ACTH JIOKAJIN3AIUN
- THKECTH KPOBOTECYCHUA

1 ME Ha kr maccel Tejia BBeeHHOro (pakropa VIII moBbimaer
ypoBeHb paxktopa VIII B kpoBu Ha 2 %

1 ME Ha kr maccsl Tesia BBeAeHHOro pakTopa IX mosbiiiaer
ypoBeHb paktopa IX B kpoBu Ha 1l %



JledueHnmue

CyuiecTByOT cieaymoliue BUabl JedeHus: remopuainm:
o JlomaluHee JiedyeHHe

0 AMOyJaTOpHOE

o CranmoHapHoe

o JleueHue mo TpedOBAHUIO
o0 IIpopuiaakTuyeckoe jjedyeHue



JIEHEBHASA TAKTUKA

IIpopuiaakruka

IlepBuuHast

Bropuunas

* PEIMIMBUPYIOIIECE KPOBOTECUEHUE

® 1O 2 JET

* IIOCJIE TIEPBOIO
BHYTPUCYCTaBHOTO
KPOBOUBJIUSHUSA

* II0CJIE 2 JIET

* ocJe dosiee 2 —x
BHYTPUCYCTaBHBIX
KPOBOMBJIMSIHUI

® IEPUOJIUYECKOE
IPUMEHEHHE

JleueOHOE MpUMEHEeHHU e
NpPHU NPU3HAKAX
KPOBOU3JIUSTHUA:

* OOJIBHEIC C CAMHHUYHBIMH

KPOBOUBJINAHUAMUA
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JlomaiuHee JieyeHHe

IIPAU KPOBOTCUCHHUAX MMO3BOJIHCT n30e:KaTh BOSHMKHOBEHHUSA
XPOHHYIECCKOI0O CMHOBHATA




OIITUMAJIBHOE BPEMS HAYAJIA
JIEHEHUA

Pannuii nepuon
MEHeEE 3 4YacoB

CuMnToMBbI:
* ITOKaJIBIBAHUEC
* IOIBMKHOCTh
HaJKOJICHHHUKA
* TEIJIOE Ha OIIyIb

IMo3nuuii nepuon
Oostee 3 yacoB

| CHMIITOMBI:
* OTEK
* TEIJIOE Ha OIIYIb




IIpopuiaakTuka — jiedeHue BbIOOpa y aeTeu,
pexomenaoBaHHoe BO3 u BOI ¢ 1994 roaa

OCHOBHOM OTIMYUTEIBLHON YePTOU MPODUITAKTUKHI

SBIISIETCS BBeAeHUE Ae(UITMTHOTO (hakTopa
JO Hayaja KpOBOTEUECHHS, a HE MOCJIE HETO

Ipodunakrudeckoe geuenue npenaparamu ®CK y nereii ¢ Tskenoii popmoit I'emopuinu A u B

INPU3HACTCHA OIITUMAJBHBLIM CICAYIOINHUMHA MEKAYHAPOAHLIMMA OPraHU3alluAMM:

BcemupHasi opranmsaius 3apasooxpanenis (BO3)
Modern treatment of haemophilia.

Bermtorp E, Boulyjenkov V, Brettler D, Chandy M, Jones P, Lee C, Lusher J, Mannucci P, Peak I, Rickard K, et
al. Bull World Health Organ. 1995;73 (5): 691-701

Bcemupnoii ®@enepanueii I'emoduann (WFH)

Guidelines for management of hemophilia.

Stivastara, A K. Brewer, E P. Mauser-Bunschotenn, N.S. Key, S. Kitchen, A. Llinas, C.F. Ludlam. J.N. Mahlangu,
K. Mulder, M.C. Pool and A. Street: TREATMENT GUIDELINES WORKING GROUP ON BEHALF OF THE
WORLD FEDERATION OF HEMOPHILIA




IHEPBUYHAS U BTOPUYHAA JOJI'OBPEMEHHASA
IMPOOUTAKTUKA
MO3BOJISIOT U3BEXKATHh BOSHUKHOBEHUS APTPOIIATUIA
INPOPUITAKTUKA —-TEMOOWJ/IUA A

Pe:KuM HauaJio Tlo3a KpaTHOCTb B_Hee110
Bbicokom03nbIii’ 10 1-oro remaprpo3a 20-40 ME/kr 3x
IIpoMeKyTOUHBI®  >2 reMapTpPOo30B 15 - 25 ME/kr 2 x
JcKaNaAUOHHBI’ 2 remapTpo3a 1-oii rox: 500 ME 1x

2-ou rox: ME 2x
500 ME 3x

IIpu I'emouiauu B - BbIcOKOT03HBIN MPOTOKOJ 20-40 ME/Kr X 2 pa3a B Heaes10

1 Nilsson IM et al. J Int Med 1992, 232:25-32
2 van den Berg M. Br J Haematol 2001, 112:561-565
3 Petrini P. Haemophilia 2001,7: 99-102




CyluecrByer Jiu MuUp 0€3
KPOBOTCYCHUM ?




KinHnyeckue
IPOSABJICHHUS IreMO(pUINH
U MX JICYEHHE



IoakoxkHbIE, KOKHBIE
KPOBOM3JIUAHUSA

JledeHue:

1. XoJuona

2. Ilpu remaroMax He0OJIbIINX PA3MEPOB 00BIYHO He TPeldyeTcs
NPOBEACHUA 3aMEeCTUTEJIbHOM Tepanuu.

3.I1pu remaromMax 00JIbIIMX PA3MEPOB JA03bI:
® VIII 15-20 ME/kr maccsl Tesaa
DIX 30 ME/kr macchl Tesa



KpoBou3iusiHus B MBIIIIY
Jleuenme:

1. IIpu remaTomax HeOOJbIINX PA3MEPOB JIeYEHHE MOKHO OTPAHUYHNTH
NPUKJIAIbBIBAHUEM JIbAA.

IIpu reMaTomMax 00JILIIUX Pa3MeEPOB — J103bI

dOVIII - 15 -20 ME/kr macchl TeJ1a
dIX - 25 -30 ME/kr macchl TeJia
2. XoJ101

3. IlocTebHBIN Pe;KUM B TeueHue 24 4acoB

4. Ilpu HE00XOAUMOCTH IPUMEHATH AHAJIbICTUKHU (IIAHAL0J1, TPaAMAaJl,
CTa10J1).



I/IKpOHO)KHaH MbIHIITa UJIN IICPCIAHANA IIOBEPXHOCTD

npeamnjiedybs/ CHHAPOM CAaBJIEHUA

JledeHue:

1 o3bl
DOVIII 50-60 ME/kr macchl Tejia
dIX 100 ME/kr macchl TeJia

2. IlocTesIbHBIM pPeKUM B TedeHHe 24 4YacoB.

3. CpouHasi rocnuTaJ U3alMA ¢ 00ecneYeHueM MmoAeP;KuBarouen
UMMOOUIM3ALIMH NPUIIOAHATON NMOBPEXKICHHON KOHEYHOCTH.

4. Ilpu HE0OXOTUMOCTH NPUMEHATh AHAJBICeTUKH (IIAHAJ0JI, TPAMAaJI).

5. CraunuonapHoe JiedeHue - exxeiHeBHOe BBeeHre @ VIII/IX oT HeCKOJIBbKHX
JAHEH 10 HeleJIb B 3aBHCHUMOCTH OT THKECTH.



KpoBousjinusiHus B MOAB3A0IIHO-IIOSAICHUYHY IO
MbILIIY/ TAa300eIPEeHHBbIN CYCTAaB

JleueHue:

Saﬁpmmnnnme FeMaTOMI)I/KpOBOTe‘leHI/Ie B INOAB3AOIIHO-IIOACHUYHYIO MbIILIIY

1. Hemennennoe BBenenue daxropa VIII wmm [X

1 Hdo3bl
DOVIII 50-60 ME/kr maccol Tesia ( 100% )
®IX 100 ME/kr macchl Tejia (100% )

2. HemenyieHHas rocnuTanu3aius/ a0COMIOTHBIN MTOKOH/TOCTEIbHBIN PEXKUM.

3. 3amecTUTENbHAs TEpaIus — 10 0OCTaHOBKU KpoBoTedeHust BBoauTh @ VIII -50-60 ME/kr
dakTop IX — 100ME/kr

nociie octaHoBku - VIIL 25 ME/kr ;paktop IX —5 0 ME/kr B Teuenue 2-3 nHew,
3ateM B Teuenne Henean OVIII 15 ME/kr, IX — 30 ME/kr

4. IlpumMeHeHHne aHaIbIC€TUKOB (ITaHa 10, TpaMaJ, CTaao).

5. CraumoHapHOE JICUCHHUE

6. [Tocie ocTaHOBKM KPOBOTEUEHUE BO3MOXKHO MPOBEICHUE (PU3MoTEpanuu



KpoBou3iusiHUA B MOAB3A0IIHO-TIOAICHUYHY IO
MbILIIY/ Ta300ePEeHHbIN CYCTAaB

KpoBoTeueHHne B Ta300€APEHHBINA CYCTAB

1. 3amMecTUTEIbHAS TEPANINS
Jleckoe kposomeuenue (ocmpas 60ib) —
BBOIUTHL OVIII -25 ME/kr, ®PIX 50 ME/kr B TeueHne 3 gHEH.
Tsoicenoe kposomeuerue - HEMEIJICHHO BBOOUTH
OVIII - 50 ME/kr, ®IX - 100 ME/kr B Teuenue 3-5
3ateM OVIII - 25 ME/kr, ®IX - 50 ME/kr B Teuenue 5-7 qHeil.
2. ITocTeNbHBINA PEKUM.

3. IIpuMeHeHrEe aHAJILI€TUKOB (ITaHad0J, TpaMall).



KpoBou3/iMsiHUS B CyCTaBbl (IreMapTpo3bl)

Panuue (MeHee 3-X 4ACOB OT

BO3HMKHOBEHUNS )

1. BBoguTh BHYTPUBEHHO

O VIII - 15-20 ME/kr

@ [X 25-30 ME/kr

(HOBTOPSITH MPU HEOOXOIUMOCTH).
2. Xonox

3. ObecneunTh MOKOM MOBPEXKACHHOM
KOHEYHOCTH.

4. ITpu HeOOXOAMMOCTH TPUMEHSTh
(maHagoJ1, Tpamal)

IHo3aHue (00Jee 3-X 4acoB OT

BO3HHUKHOBCHUSI)

1. BBoguTh BHYTPUBEHHO
O VIII — 25-50 ME/kr
@ [X 50-100 ME/kr
(MOBTOPSITH MPU HEOOXOUMOCTH).
2. Xonox
3. UmMoOunu3anus ¢ moMOIIbIO JIOHTEThI

4. ITpn HEOOXOAUMOCTH TIPUMEHSATH
aHaJIbI'€TUKH (MaHaa0J1, Tpamall)

5. Heo0xoaumMo noBTOPSITE UH(PY3UU

6. Eciin HeT oTBeTa Ha 2-3 uH(y3uu,
IPOBEPUTh YpOBEeHb (hakTopa 4/3 30 MuH
MOCJIC UHBEKIUU




AKeJ1yT109HO-KUIIIeYHbIe KPOBOTEYECHMSA

JleueHue:

1. Hemenaenno Beoauth DOVIII niau PIX

1 Ho3et ®VIII 50-60 ME/kr maccel TeJia
PdIX 80-100 ME/kr maccsl Tes1a

2. IlpumeHATH xKeayaouHbld KOKTeab (100 mix 5% amMuHOKaNpoHOBOM
KUCJIOTHI + 250 en. TpomOuHa + 4,0 Mu1 AMIMHOHA/A3TAM3IWIATA) MUTH B
OXJIAKICHHOM BH/I€ MOCJIe MpueMa ajbMmaresisi, BHayase S0 mu, 3arem no 1
CTOJIOBOH JIOKKE Yepe3 Kaxable 2 yaca.

3. HemeasieHHasi rocnuTajgu3anus/ a0COMOTHBIN MOKOH/MOCTEJIbHBIA PEeKUM.

4. TpeOyeTcsi HECKOJIBKO JAHEN CTAITMOHAPHOIO JIeYEeHMS.

EOHOJIHGHI/IHZ

HemeaieHHAasi KOHCYJAbTAUSA BPA4a-reMarojiora u raCTpo3HTepoJiora.
IIpoBenenue puOPOracTpoOCKONMM AJIsl UCKJIOYCHHUA AI3BEHHOU 00/1€3HI
KeJYIKA U IBEHAAUATUIIEPCTHON KUIIKHA



NPOBOTCIYCHHUA MOYCITIOJI0BOHN CUCTEMbI

JledyeHue:

1. AOCOIOTHBIN MOKOU/MIOCTEJIbHBIA PEKUM B Te€YeHHE HECKOJbKHUX JHEH.
2. O0uIbHOE UTHE (Yail C MOJIOKOM, TPABSIHOM MOYEYHbIN COOP)

3. llpeanu30/10H (2MI/Kr/1eHb, MAKCUMAJbHAA CyTOYHasA 1032 — 50 mr)

4. Ho-mma/ manasepuH - nmo 1 ta0diieTtku 3 pa3a B CyTKH

5. B ciiyuyasix yHopHOM reMarypuu — 3aMeCTUTEIbHAs Tepanus
koHuenrparamu @ VII/IX.

Jo3b1 OVIII - 10-15 ME/kr, ®IX 20- 30 ME/kr B TeueHue 3 qHEH.

EOHOJIHCHI/IH:

Cay4yau U30JIMPOBAHHOM MAaKporeMarypuu Haoaonawrces y 90%
NMANMEHTOB remMoguineu.

Iocsie 0CTAHOBKM KPOBOTECYEHUS HE00XO0AUMO NMPOBECTH BHYTPUBECHHYIO
yporpaguro 1jisi  UCKJIYEHUS 3a00/1eBaHMH MOYECK.



KpoBou3iMsiHUA B IEHTPAJIbHYI0 HEPBHYIO CUCTEMY

JleyeHue:
1. Hememyienno BBoAuThL OVIII niam POIX
Ho3el ®VIII 50-60 ME/kr maccsl Tejia
PdIX 80-100 ME/kr maccsl TeJ1a

2. CpouHasg rocnuTaln3anus IMalueHTa

3. IlIpoBenenue kommbrorepHoi Tomorpaduu (KT) mocie BBeaeHus dakropa
JUISl yTOUHEHHST  JIOKAJIU3AIUU U TSHKECTH KPOBOTEUCHUSI.

4. HaoOmtonenue B cranuonape, eciu KT nmonoxkutenbHast/moj1 BOIpocom

5. Ecnm nmeercs tpaBma rooBel, HO KT oTpuniarenbHas, 10CTaT0qyHO
nepenuBanusg KOCK B teuenue 3-5 cyTok

6. Eciu KT nonoxkutenpHas/moa BonpocoM npoBoauth BeaeHue KOCK,
nosbimas yposenb @ VIII/IX go 100% 10 0cTaHOBKH KPOBOTEUYEHHS,
3areM B TeueHue 14 nueit noaaepxuBars  ypoBeHb @ VIII/IX go 50%,
3areM 15 ME/kr (30%) B Teuenue 7 queil. HeoOxonumMo MpoBOIUTH
JJTUTENIbHYIO0 BTOPUYHYIO OPOQUIIAKTUKY OT 1 10 2 JeT.



KpOBOI/I?.JII/IHHHH B TKAHU IICH U TOPJOBLIC

/leuenue:
1. Hememsienno BBoauth ®VIII wam @ IX
Jo3bI
DOVIII 50-60 ME/kr macchl Tejia
dIX 100 ME/kr maccsl Tesa

2. lloaaep:KuBaTh MPOXOAUMOCTD AbIXATEJIbHBIX MyTel (BO3MOKHO
UHTYOHPOBaHUE)

3. HemeayieHHasi rocnuTagau3anusy/ a0COMIOTHBIN MOKOW/TMOCTEIbHBIA PEeKUM.
4. IIpyuMeHeHrEe aHAJBIETHKOB (ITAHAX0JI, TPAMAaJI, CTAA0JI).

5. TpeOyeTcsi HECKOJIBKO JHEH CTAMOHAPHOIO JICYEeHHUSI.



KpoBoTeueHus B MOJIOCTH PTa

JleueHue:

1. Hemenaenno Beoauts ®VIII i O IX

J103b1
DOVIII 15-20 ME/kr Mmaccel TeJ1a
PIX 25 — 50 ME/kr Mmacchl TeJ1a

2. Opoliuenue MOJOCTA PTa pAaCTBOPOM TPaHEKCAMOBOM/
€- aMHHOKANIPOHOBOM KUCJIOTHI.

3. IlIpumeHenne npenaparoB €- aMHHOKAIIPOHOBOM/ TPAHEKCAMOBON KHUCJIOTHI B
TeueHue 5-7 quei



rChoMCHAyCMbIC /1U5bl 11PN 1 CMOPNJINnM A
1 ME/kr Ha 2% mnosbimaet ypoBeHb pakTopa VIII B miasme,
nepuoja nojaypacnajaa pakropa VIII -

8-12 yacos.

Tun kpoBoTeyeHust

HauvaanbHas 103a

IHoBTOopHas no3a (ME/kr)

(ME/kr)
OcTpblii reMapTpo3 15-30 He Tpebdyercs
Pannuit nepuod 10 3 4acoB 0T HAYAJIa reMapTpo3a 25-50 nponosikaercs — 25 ME/kr
[1030Huil nepuod mnocJie 3-X 4acoB 4/3 12 yac.
BHyTpuMBIIIeYHbIe KPOBOU3IUSIHUS 25-50 25 ME/kr 4u/3 12 gac,
Jlezkue /cpednemasiiceibie O0IIMPHBIE TeMATOMbI - JICYCHUE
HeOOIIMPHBIE HECKOJIBKO THEeH
Tascenvie
NxpoHokHAsI, TOAB3IOIIHO-TIOSICHUYHAS MbIIIIA
OnacHble 111 2KM3HU KPOBOTEUYECHM S 50-100 25-50 ME/kr 4/3 8-12 4gac.
HHC
O0mupHas TpaBma
KpoBou3ziusinue B A3bIK/IIEI0 ¢ YTPO30H YIYIIbs
Keqy104HO-KHUIIIEYHbIE KPOBOTEYCHUS 50 25 ME 4/3 12 gac.
KpoBoTeyeHus 1mo10cTu pra 15-25 25 ME 4/3 12 yac
Ynajienue nMoCTOTHHBIX 3y00B 25 25 ME u/3 12 4ac.,

He OCJIOKHEHHOe He Tpeldyercs

I'emarypus 15-25 15 ME u/3 12 yac




rChnoMCHAyCMbIC /1U5bl 11PN 1 CMOPnJiainm D
1 ME/kr Ha 1 % nosbimaer yposeHb (paktopa I XB miasme,
nepuoja moaypacnajaa gpaxkropa IX -

18-24 yacos.

Tun kpoBoTeyeHust

HauvaanbHas 103a

IHoBTOopHas no3a (ME/kr)

(ME/kr)
OcTpblii reMapTpo3 He Tpebdyercs
Pannuit nepuod 10 3 4acoB 0T HAYAJIa reMapTpo3a 20 npoaosekaercss — 20 ME/kr
[1030Huil nepuod mnocJie 3-X 4acoB 40 4/3 24 4ac.
BHyTpuMBIIIeYHbIe KPOBOU3IUSIHUS 25-50 25 ME/kr 4u/3 12 gac,
Jlezkue /cpednemasiiceibie O0IIMPHBIE TeMATOMbI - JICYCHUE
HeOOHpPHbIE HECKOJIbKO THeH
Tascenvie
NxpoHokHAsI, TOAB3IOIIHO-TIOSICHUYHAS MbIIIIA
OnacHble 111 2KM3HU KPOBOTEUYECHM S 50-100 40 ME/kr 4u/3 24 yac.
HHC
O0mupHas TpaBma
KpoBousiusinue B 3bIK/IICI0 C YITPO30H YIYylUIb
Keqy104HO-KHUIIIEYHbIE KPOBOTEYCHUS 50 25 ME 4/3 12 gac.
KpoBoTeyeHus 1mo10cTu pra 15-25 25 ME 4/3 12 yac
Ynajienue nMoCTOTHHBIX 3y00B 25 25 ME u/3 12 4ac.,

He OCJIOKHEHHOe He Tpeldyercs

I'emarypus 15-25 15 ME u/3 12 yac




KpoBoocTanaBiuBamoume JeKaApCTBEHHbIC
npenaparbl

Anmuguopunonrumuku: MUAPOKO UCIOJIB3YIOTCSH NIPUA CTOMATOJIOTHYECKUX MPOLEAypPax,
KEJYTOYHO-KHIIEYHbIX H MATOYHBIX KPOBOTECYEHHU X

IIpoTuBONMOKA3aHO MPUMEHEHHE MPH KPOBOTEYEHUSAX MOYENO0JI0BOM cMcTeMbl (BO3MOXKHA
TAMIIOHA1A TYOYJISIPHBIX KAHAJbIEB MOYEK CTYCTKAMH)

0 AMunokanponosas Kucioma BbINIyCKaeTcs BO (iakoHax B Buae 5% pacreopa nmo 100 mur.

o Iloxka3aHus K IPUMEHEHUIO: HOCOBBIE, J¢CHEBbIC KPOBOTEYCHMS,
B BU/Ie Keayno4Horo kokreijsa npu KKT kpoBoreyeHusx.
o IIporuBomOKa3aHO NPpUMEHEHUE NPHU reMaTypusix.

o0 _Ipanekcamosasn kucioma: npenapar « I'panekcam» B Bujae tadserok mo 0.25 u 0.5, pacTtBopa
njasa uabeknuu 250 mr/2.5 ma, 500 mr/10.0 mu.

o0 IlokazaHusi K NPUMEHEHHUIO: HOCOBbIE, JeCHEBbIE KPOBOTECUCHHS, CTOMATOJIOTHYECKHE
NMpoueayphbl.

0  AMuHOKanpoHoBasi Kucjora: 0.1 r/Kr maccel Tesia yepe3 por 4yepe3 4 yaca

Tpaunekcam: 4/3 por 0.5-1.0 3-4 pa3sa B cyrku, B/B 10 mr/kr maccel Tesia 3-4 paza B CyTKH.

O



Amunoxkanponosan Kucioma BbINYCKaeTcst BO yiakoHax B Bujae 5%
pactBopa mo 100 mur.

Iloxka3aHus K NPUMEHEHUIO: HOCOBbIE, IeCHEBbIC KPOBOTCYCHMUS,
B BU/Ie KeJry10ouHoro kokreuss npu KKT kpoBoreueHusix.

Jlo3upoBka AMUHOKanpoHoBasi kucjaora: 0.1 r/kr maccsl TeJia yepes
poT 4epe3 4 yaca

IIpoTHBONOKA3aHO NPHMMEHEHHE NIPH FeMaTYPHSIX.

Tpanexkcamosasn kucioma: npenapar « 'panekcam» B BHjie Ta0JI€TOK 10
0.25 u 0.5, pacTBopa ajs uabexknuin 250 mr/2.5 mui, S00 mr/10.0 mur.

Iloka3zaHusi K NPUMEHEHHNIO: HOCOBBIE, JeCHEBbIe KPOBOTEUYEHMS,
CTOMATOJIOTHYECKHE MPOLEeayPhl.

Tpanexcam: u/3 por 0.5-1.0 3-4 pa3a B cyTKH,

B/B 10 Mr/Kr maccol Tejia 3-4 pa3sa B CYTKH.



AHAJbBIeTHUKH

IIpoGsiema cHsITHSI 00/1€eBOI0 CHHAPOMA Y MALIMEHTOB ¢ reMo(puiinet CTOUT OCTPO.

HapkoTnuyeckue cpeacTBa NPUMEHSIIOT KpailHe PeIKo, TOJIbKO JJIsl CHATHS CHJIbHOTO

00J1€BOT0 CHHAPOMA, KOPOTKUMU KypcaMH BO U30eskaHMe Pa3BUTUS HAPKOMAHUM.

1. ITanamou: BeImycKkaercs B TadeTkax, cogep:xxut S00 Mr mapauneramosia v 65 mr
ko(enna. Haznauaror 4/3 pot mo 2 tad/mpuem, noBTOpHO 4/3 4 yaca (He 0oJiee 8

TA0 B TeueHue 24 yac

2. TpamaJi - CHHTETHYeCKUH OMMUOUTHBIA AHAJIBbICTUK. BbINyCKaeTCHd B KamcyJaax
— 1 kancyiaa cogepxut S0 mr, B ynakoske 20 mryk u ammyJax mo 1 mi (50 mr) B
ynaxkoBke 20 mrtyk. Haznauaror 4/3 port no 1-2 tad/ npuem (e 0osiee 4 Tad. B
cyrku). B/B mo 50-100 mr oxnomomenTHo. [Ipumensror He OoJiee 1-2 cyToK, IpHu

JAJIUTECJIBHOM IPUMECHCHUHA BO3MOZKHO IIPUBBLIKAHMUC.



AHAJBIeTUKH

5. Hecmepouonsle npomugogocnaiumenpbible npenapamast: NPU XPOHUIECKUX

apTpPUTaX BO3MOKHO NPpUMeHeHHe (OpTOo(eH, BOJIbTAPEH, HANIPOKCEH,
uoynpodeH, 1ukjaodeHax).
0 BbInycKawTCH MM TOJBKO B BH/Ie Ta0JIeTOK, WM B BUAe TAa0JIeTOK U p-pa

IJISI UHbEKIMH.

o0 Hasnavarrt B3pocibiMm 25-50 mr x 3 pa3a B cyrku. MakcumaJjibHas
cyrouHas go3a 150 mr. leram mocJe 6 Jer u noapocrkam HIIBII

HA3HAYAKT TOJbKO B TA0. 10 25 Mr; CyTOYHAs 1032 — 2MI/KI

o IlporuBomokazaHo npuMeHeHHe MPOJOHTUpoBaHHbIX (popm. HIIBII

YAJIMHAKIT BPEMA KPOBOTCICHHUA U MOI'YT MPOBOIIUPOBATH KPOBOTCUCHH .



6. Kopmukocmepouovi: NPpUMEHATCS € HEeJAbI0 YMEeHbUICHUA

BOCHAJIMTEJIbHOI0 NMPOLECCa MEPOPAIBLHO U B/B KaK
NPOTUBOAJUIEPTHYECKOE CPEACTBO, a TAKKE IPUA reMaTypusix.
IIpennu30.10H Boinyckaercsd B Tad 0.005r mo 20, 100 u B amnysnax no
1 mu1 (30 Mr ) 1 MCIOJIB3YIOTCS TTEPOPAIbHO MO 1,5 — 2,0 Mr / Kr

Macchbl B TedeHue Heaeau, B/B 30-60 M ofHOMOMEHTHO.



MecTHBIE reMoCTAaTHYEeCKHUE CPeICTBA

1. Quopunoewvie kiaeu (PK) niau dbunopuHoBbie TKaAHEBbIE coennHuTe i (DTC) —

rpyIina npenaparoB MECTHOI0 MPUMEHEHM S, TI0JIy4aeMbIX U3 KPOBU YEJIOBEKA U
BUPYCHUHAKTUBUPOBaHHBIX. DK mpuBOAsAT K 00pa30BaHHIO CI'yCTKOB KPOBH B MECTE MX
MPUMEHEHUS, OHU UMUTHUPYIOT MOCJIEAHION CTYNEHb Kackaja (PU3MoIOruuecKoro
CBEpThIBaHUsI KpoBH. [Ipy MX mpuMEeHEHUHN 00€CIIEUNBACTCS HAaICKHBIA MECTHBIM
reMocTas, repMeTH3alys IIBOB M aHAaCTOMO30B, CKJICUBAHKUE U (DUKCAIWs TKaHEH,
YCKOPEHHE 3AKUBIICHUS PAH. DTHU MPOAYKTHI COAEPKAT JBA OCHOBHBIX KOMITOHEHTA.:

TPOMOUWH, paCTBOPEHHBIN B pacTBOPE XJI0pHUAa KIbIUS U KOHLIEHTpAT (PUOpUHOIEHA.

[TokazaHusIMU K IPUMEHECHUIO: XUPYPTrUUE€CKUE ONepalnu, yiajieHue 3yOoB

2. 'emocmamuueeckasn 2yOka - TpyIIia IPENaparoB MECTHOIO MPUMEHEHHsI, B COCTAaB

KOTOPBIX BXOJUT KOJUIAr€H, MPOTUBOMUKPOOHBIE JIEKapCTBEHHBIE cpencTBa. OKa3bIBacT
AHTUCENTUYECKOE U aJICOPOUpYIOIEee ASUCTBUE, CTUMYIUPYET pEreHepaluio TKkaHe. B
paHe TyOKa MOJIHOCThIO paccackiBaeTcs. [IokazaHUsIMU K IPUMEHEHHUIO: yaJICHUE
3y0O0B, XMPYPTrUYECKHUE OIepallii, HOCOBbIE KpOBOTeUECHUS. [Ipn 1ONMOTHUTEILHOM

CMa4YuBaHUU TpOM6I/IHOM YCHUIINBACTCA I'CMOCTATHYICCKOC I[CI\/'ICTBI/IG.



Jucnmancepusanuu 00JIbHBIX FeMOo(pUuIueH.

o0 Bce 0osibHBIE reMOUINEH COCTOSAT HA TUCITAHCEPHOM yueTe
y remaroJiora B I'opoackom neHrpe 1o jJje4eHu reMmopuinmn

o mo aapecy: CII0, yua. I'opoxoBasi, 1oM 6
o rTeaedon +7 812 31548 71

O HpOTI/IBOHOKa3aH1)I BHYTPUMBIIICYHbIC HHBCKIIUH



Oci10/KHeHUs 3aMeCTUTEJILHOU Tepanuu Nnpu
remMoguanu

0 Ilepexaua maToreHHbIX MHKPOOPraHU3MOB
0 Pa3Burne uHruouTopa

0 Anaepruveckue peakuuu (¢pIX)



Heo0xoqumocTh 00ecrieyuTh MHPEKIMOHHYI0 0€30ITaCHOCTh —
CTUMYJI Pa3BUTHSA MPENaparoB JJasl JeueHuss remopuianmn

MepBbIn rdVIIl He
cogepXxawmm
nnasmy/anbbymMmuH

(AnBenT)

MuP BI'C craHoBurcs
o6sa3aTtenbHbIM B EC

oe® CKPWHWHT
nna3mbl Ha BUY, BI'C n BI'B.
KomnaHusa Baxter Immuno
nepBas npuMeHuna ero.

o 2 e MepBbIn peKoMOUHAHTHbIN KoHUeHTpaT FVIII.
> of% %s° & MosiBneHue nnasmaTnyecknUx KOHLUEHTPaTOB C
3 Setss ABOWHOW BUPYCHOW MHaKTMBaLuueun
e®i® L €
el ° .

HayaTo TECTUpPOBaHME MNJa3Mbl
AoHopoB Ha BI'C metogom ELISA

: MepBbI MOHOKNOHANbHO OUYMLUEeHHbIN KOHUeHTpaT FVIII
w C CONbBEHT-AeTepreHTHON NMHaKTMBaLuen BUPYyCOB

Ha4yaTo TecTMpoBaHue Nnasmbl JOHOPOB Ha BUY;
Bce HoBble notbl FVIIl u FIX noaBepratotca npoueanypam BUPYCHOM
MHaKTMBaLUuu

= ONUCaH nepBbIﬁ 3KCﬂepVIMeHTaJ1beIﬁ MeTo4 MHaKTuBauuum

I'IepBble nnasMmatTn4eckme KOHUeHTpaTbl (*)aKTOpOB cBepTbiBaHUA

: TeCTUpoBaHue nnasmbl goHopoB Ha BI'B metogom ELISA ctaHoBuTCA
ob6sasaTenbHbIM B CLLUA

Kpunonpeuunurar

Mepb! MO MNOBLILEHNIO NaTOreHHOU
6e30nNacHOCTU NpenapaTos 13 Nnasmbl

Bpems




Oci10KHEeHUs 3aMeCTUTEJIbHOU Tepanuu

(|

EaMHCTBEeHHBIM 3HAYUMbBIM OCJI0KHEHHUEM 3aMECTUTEJIbHON Tepanmuu B
HACTOsIllee BpeMs SIBJISAETCH BbIPA00TKA HHIHOMPYIOIIMX AHTUTEN K
(paxkTopam cBeproiBanus Kposu VIII wiam I1X

Antutena k ©VIII ormeuarotcst 3HaUUTEIBHO Yallle U coctaBisiioT 10-35%, k
dDIX -3-5%.

ITog Bo3mencTBMEM MHrHOWTOpa 3K30reHHbIM (aktop VIII ObicTpo TepseT
MPOKOATYJISIHTHYIO AKTUBHOCTb.

Hamuuwne CTUMYJIUPYET JOIOJHUTEIbHYIO
OPOAYKIIMIO AHTUTEI — IIOBBIINIAET TUTP M AaKTUBHOCTh MHIHOMTOpa B
LUPKYJIUPYIOIIEN KPOBH.

KpoBoTeueHus npruoOpeTaroT HEKOHTPOJIUPYEMBIN XapaKTep.




Bo3pacTHble nepuoabl 00pa3oBaHUsA MHIUOMTOPA

1. IlepBas Bo3pacTHas kareropusi ot (0 10 5 Jjer
Henedenble nnu Mano jedeHble nanueHThl. Hanbonee omacHsl nepsoie 50 JIB.

80% WHruOMTOPOB BOZHUKAET B BO3pACTE A0 S JIeT

2. Bropas Bo3pacTHas kareropus ot 55 no 80 sger
- KymyastuBHbii 3pPpext
- IIpu XupypruyecKkux BMEHIATEIbCTB MMAIIMEHTAM C JIETKOU U
cpeaHeTsizke0i  ¢Gopmoii reMod UM BBOIIT OOJBIINE KOJTUYECTBA
@O VIII 3a kopoTKHi1 TPOMEKYTOK BpeMeHH. OOBIYHO 3TH MalUEHTHI —
MHUHUMAJIBLHO JICYEHHBIE C HEOOIBIINM KoTnyecTBoM /[B.

Eckhardt CL et al. (2009) Intensive peri-operative use of FVIII and the Arg593->Cys mutation are risk factors for
inhibitor
development in mild/moderate hemophilia A. J Thromb Haemost doi:10.1111/j.1538-7836.2009.03357.x



I'emopuiausa A: Uuruouropsl

MHrnOuTOp — 5TO ayTOJIOTHYHOE AHTHUTEIIO

»

Konuenrpar akropa

G C00000000000
Nuarudurop ‘%

NMOJUMKOHAJIbHbIE aHTHUTe A Kiaacca IgG,
BbIcOKOA(pPuHHBIE K pakTopy VIII nim IX u odaagarouime
UHITMOMPYIOIIUM JAeUCTBHEM



CITIACUBO 3A BHUMAHHUE



