Ne JlexapcTBeHHBIH Kpurepuu Heob6xoanmbie PexomennoBannast | Ilokazanus qns IToxa3aHus A7 CMEHBI Tepaliu ConpoBoauTtenbHas
n/n | mpenapar (MHH, Ha3HAueHMUs, JTabopaTopHbIE CyTouHas 03a Ha 1 | yBenmueHHs JO3BI (mepexitoueHre,0TMEHA) JIOKYMEHTAIHs
JID, MOKa3aHHUs K UCCIICIOBAHMS | B3POCIIOro MalleHTa
JTO3MPOBKA) TIPUMEHECHHUTO (MPT, KT, c
MoKa3aTeiau y4eToM Beca,
KPOBH H T.1I.) BO3pacTa u T.nI.
1 |bopre3zomuoO, IMHOXecTBEHHAs OTCYTCTBYIOT Cyrtounas no3a - 1,3 |OTCyTCTBYIOT OTMeHa TP HeXXeTaTeIbHbIX SBICHUIX 3-4
imodumzat s MUeIoMa: BIEPBbIE Mr/M%; BBEIIEHHE CTENeHH, pe)PaKTEpPHOCTD OITYXOJIH.
[IPUTOTOBJIEHUS IMMarHOCTUPOBaHHAs, rmoakoxHoe B 1,4,8,11
pacTBOpa IS Tepamus peryIuBOB. ITHYU Kypca, CyMMapHO
BHYTPUBEHHOTO U Mo 8 KypcoB.
MOJKO>KHOTO
BBEIICHUS
2 Ulenanupomun, IMHOK€eCTBEHHAas OTCYTCTBYIOT Kamncyns! ans npuema  [[Ipu yBenuueHun OTMeHa NpH HeXeJaTeIbHbIX SBIeHus 3-4
KaTICYJIBI MHEIOMa: BIEPBBIC BHYTpb ¢ | Mo 21 IHM  [CKOPOCTH KIIyOOYKOBOH  |CTETICHH, peppakTEpPHOCTH OITYyXOJIH.
ITMarHOCTUPOBAHHAS, Kypca B 03¢ 5-25 MI' B [(DHIBTpAIH CYyTOYHAs
MO /Ie P KUBAIOILA 3aBUCHMOCTH OT IM03a yBETMUMBAETCS 10
Tepanus mocie ayTro- CKOpPOCTH KITyOOYKOBOW MaKCHMAIBbHOMH - 25 MT.
TI'CK, Tepanus ¢upTpanun. ['omoBoit
[PELIU]TNBOB. MU1aH jJedeHus — 12
KYpCOB.
3 [Mxca3omub, IMHOX€eCTBEHHAas MmmyHoxuMudeck [Karncynsl qig npuema  [[Ipu yBenndeHun OTMeHa P HeXeTaTeIbHbIX SBIeHusIX 3-4 [Brimucka n3 amOynaTopHOM
KarCyJibl MHeJIoMa: BTOpOH U o€ uccienoBanue [BHYTPh B 1, 8, 15 qHU B [CKOpOCTH KITyOOUYKOBOW  |cTENEHH, pe)PAKTEPHOCTH OMyXOJIH. KapThl J0JKHA COJIepKaTh
MmocieayoIne CBIBOPOTKH KpOBH |103€ 3-4 MT B bunpTpanuu cyrouHas CIeTyIONIYI0 HHPOPMAITHIO:
[PEIIMIUBHI B 1 MOYH B 3aBHCUMOCTH OT IM03a yBeTMUNBaeTCA 10 1. laTy yCcTaHOBKH H
KOMOWHAIINH C ITUHAMUKE. CKOPOCTH KITyOOYKOBOM [MaKCUMaJIbHOH - 4 MT. KPUTEPHUU AHArHO3a
NIeHATNIOMUAOM NIPU ¢dunbTpanun. I'ogoBoi (KONMM4ecTBO MapanpoTenHa,
OTCYTCTBUH TUIaH JedeHus — 12 % MIa3MaTHYECKUX KIETOK B
pedpaxTepHOCTH K KypCOB. KOCTHOM MO3Te, KpEaTHHHH,
O0opTezomMuoy. KaJIbIIHiA, TEMOTIIOONH,
4 |daparymyma0, IMHO>KeCcTBEHHAas MMmmyHOXUMUUecK BHyTprBeHHO B 103€ 16|/l03a He yBennuuBaeTcs. |[OTMEHa NP HEXKeNaTeIbHbIX SBICHUAX 3-4 [pe3yiabTaThl
Konnenrpar ans MHeIoMa: BIEPBBIE  |0€ MCCIIEIOBAHUE |[MI/KI MacChl Tela. CTeNeHH, pehypakTepHOCTD OITYXOJIH. BU3YyaJIN3UPYIOIINX METOJ0B
MPUTOTOBIECHUS MIarHOCTUPOBAHHAS, (CBIBOPOTKH KpoBHU |1 pa3 B Hexemnto B 1-8- OIIEHKH COCTOSTHHS KOCTEH).
[pacTBOpa st Teparnus MepBoro ¥ | MOYH B t0 Hezlenu (Bcero 8 103) 2. Madopmarnmro o cxemax
MHY3UH MTOCIIEAYIOTIINX TMHAMHUKE. -1 pa3 B 2 Hegenu B 9— [Tepanuu: JTUHUS JCUSHUS,
[PETIMIUBOB. 24-10 Hexenu (Bcero 8§ HAaNMEHOBAHNE W KOJIMIECTBO

m03)
-1 pa3 B 4 memenu c 25-

M HEJIeIu 10

KypCOB, CPOKU Havaja 1
3aBepILIEHUS Tepanu,
IMaKCHMAaJIbHBIA




MPOTPECCUPOBAHUA.
["010BO¥ IJIaH JICUEHUS
12 xypcos.

l'[pOTI/IBOOHyXOJ'IeBHﬁ

b dexr.

3. Uadopmanuio o aare u

MoueBuHa, AJIT,

ACT),

[Tomanuomus, IMHOXecTBEeHHas Mmvmynoxummueck [Kancyns! st npuema  [[Ipu yBenuduenun OTMEHA TIPU HEXKETATEIbHBIX ABICHUSAX 3-4 |[KPUTEPUAX KOHCTATALUU
KaICyJIbl MHEIIOMa: Tepalus  |0e MccleoBaHne [BHYTPh ¢ 1 Mo 21 AHM  |CKOpOCTH KIIyOOUKOBOH  [CTETIEHH, pepaKTePHOCTH OITyXOJIH. [penmanBa (IIpH ero
[PETIIMIUBOB, CBIBOPOTKH KPOBH [Kypca B fioze 1-4 Mr B |pmiIbTparun u HAJTIIH).
OTATOIIEHHBIX 1 MOYH B 3aBUCHMOCTH OT HEUTPO(PHIIOB CyTOUHAS 4. Ocoboe BHUMaHKE
ITBOHOM ITTHAMUKE. CKOPOCTH KITyOOUKOBOH |103a YBEININBACTCS 1O CJICyET YACINTh CXeMaM
[pedpaKkTEepHOCTEHIO. (brITBTpay u MaKCUMAaJIbHOMH - 4 MT. lTedeHus, CpoKaM Havaja u
rokazaTenen 3aBepIleHHs KaXKA0H JTMHUN
HEUTPOQHIOB. IltedeHus, pe3yabTaTaM
["o10BOM IIaH J€YEHUS [Tepanuu 10 JaHHbIM
— 12 xypcos. MM yHOXMMHYECKOIO
MiCCIIeIOBaHUS KPOBU U
MOYH.
(O0BeM BBITIIICKH — He Oolee
1 crpanuubl A4.
IMMaTHUO, IXpoHHUECKUH KonmnuectBenHoe [M3HavanbHas no3a it |[[loBeimenue no3el 1o 600 [Heynaua tepanuu nmo Kpurepusm Brinucka npenocTaBiseTcs
ra0IeTKy, MHETI0NEHKO3, OTIpezIeIeHIE MaueHTOB B n 800 Mr mMaTHHIOA KIIMHUYECKUX PEKOMEHIALNN Ha TI000M [TOJIBKO Ha OOJIBHBIX € 0301
MOKPBITHIC BIIEPBBIC PKCTIIpECcCUH xpoHmdyeckoil ¢aze 400 [BO3MOKHO y ITAIIMEHTOB C PTalle TEpalny, HeKynupyemas ToKkCHIHocTh [800 Mr B cyTku. [lns Beex
000JIOYKOH, imuarnoctupoBanHbli, BCR::ABL1. MI" B CYTKH, AJIs1 CyOOIITUMATEHBIM 2-4 cTereHu. MaIMEHTOB U3 3aIBKU
KaIlCyJIbI B KayecTBE TIEPBOU NaiueHToB B (ase OTBETOM HE0O0X0IMMO TIPEACTaBUTh
NTMHUY TeparuH. aKcesepalun/0JIacTHBIH |(«(ITPEAYIPEKACHUE) U Y rabauny B popmare excel ¢
ITocne Heynauu Kkpu3 600 MT B CYyTKH B [TAIIUEHTOB C HEYyla4eit /TaHHBIMHU IOCJIETHETO
mHTepdepoHa anbda MOCTOSIHHOM PEXHMe  (Tepaluu Ha BpeMs, IoKa MOJIEKYJISIPHOTO
IIpu 0osibHOI He OyneT MOHUTOPHMHIA HA TEPATIUU
HENEPEHOCUMOCTH [EPEBENIECH Ha IPYrou umatnHuooM. ( PUO, nara
MUTK BTOporo NTK u npu ycnoBuu HayaJia Tepanuu
MOKOJICHUS B IEPBOH XOpoIIei TepeHOCUMOCTH MMaTHHHOOM, 1aTa
UTMHUY Teparuu npenapara MOJIEKYJISIPHOTO
McciieI0BaHNs, YpOBEHb
OTHOCUTEJILHON 3KCIIPECCUU
BCR::ABL1)
[{uxsocnopus, AnacTuyecKas KinHngeckuit 5-10 mr/cyT (300-600  [Hu3Kas TepameBTHUecKas [MHIMBHAyambHas HENEPEHOCUMOCTH, XbI1
KaIlCyJIbl, pACTBOP  [AHEMI AHATTN3 KPOBH, MT/CYT) KOHIIGHTPAINS B KPOBH  (3-5 CT, TOCTH)KEHUE PEMHUCCHH
U711 TpremMa BHYTPb buoxumuueckuit (menee 200 Hr/Mi) aIIacCTUYECKON aHEMUU
AHATTN3 KPOBU
(KpeaTHHUH,




Ornpenenenue
KOHIICHTPAIIH
[UKJIOCTIOPHHA B
KpPOBH

8 |AxTHHHTHONTOPHBIH|IHrHONTOpHAs hopmalKoarymorpamma: —(cpenHsst CyTOYHAS 103a [HET [lepeBox Ha SMuUIU3yMad (TONABKO it |1 mMAIMEeHTOB, KOTOPHIM
KOAryJISTHTHBIH reMo(pUINI AUTB, (CC)-4200EQ MAIEHTOB C TeMOIUMeil A) WK IydIInil [IIaHUpYeTCs CMeHa
KOMIUIEKC: AKTHBHOCTD CpenHss KypcoBasi 103a WHIUBUIYalbHBII OTBET HA TEpaNuUIO [Tepalny, He0OXOAUMO
IO UITH3AT I FVIII/FIX (B (CKI) - 655 200 EXT PITaKor anb(a (aKTHBUPOBAHHBIM). METUITTHCKOE 3aKITIOUCHHE C
[IPUTOTOBJIEHUS 3aBUCUMOCTH OT YUETKVM
[pacTBOpa st ImarHosa), Oonospementnoe npumenernue AUKK u OBOCHOBAHUMEM
MH(Y3Ui MHTUOUTOP bnmakoe anvgha (AKMmusupo8aHHo2o) ITEPEBOJIA (cornacHo
500 E/I, FVII/FIX Hedonycmumo. KPUTEPUIM AJI BHOBb
1000 EJT BKJIFOUEHHBIX TPENapaToB).

9 [Mopokrokor anbda: 3amecTuTenbHas Koarymnorpamma: [CCI* -2 450 ME HeadhhexTuBHOCTh Tepamuu: MaIMeHThl, |[Mel. 3aKIIoueHNe U3
Mo UIU3aT IS reMocTaTHYecKast AUTB, CKJI* - 382 200 ME uMerome  Oosee  2-X  CIOHTAHHBIX |peaepanbHOro IeHTpa IS
[IPUTOTOBJICHMS [Tepanus npu axTuBHOCTH FVIII, KpOBOTEUECHUM B TIOJ IIpU IPOBEACHUU [ICPEBOA MAIMCHTA HA
[pacTBOpa st reMopUINN A: TIO uarnourop FVIII peryJsspHO# mpoduiIakTHUeCKON Tepamuu |Ipyryro Tepanuro HE
BHYTPHUBEHHOTO TpeOOBAHUIO WITH VITH MalUEHTHI c cocrosiemumcs [TPEBYETCAL
BBE/ICHHS MpoQHUITaKTHYECKH 3aJJ0KyMEHTHPOBAaHHbBIM
500 ME, PKH3HEYTPOXKAIOUIUM ~ KPOBOTEYeHHEM B |B MeJ. 3aKIIOYEHHH B
1000 ME, TeYeHHe TEKYIIEro roja MPH TPOBEICHUH [0053aTeIbHOM MOPSIKe
2000 ME [PETYISPHOM MPOPMIAKTUIECKOM Tepanmiu.  PIOJDKHA COAEPKATLCS CIIE.

mHbopManus:

10 |Honaxor anboa: 3aMecTHTENbHAS Koarymnorpamma: [CCI* -2 450 ME HeapekTHBHOCT, Tepamuu: MAIMEeHTHI, | ® KIMHUYECKUH AUarHO3;
muopuImM3aT A reMOoCTaTHYeCKas AYTB, CKJI* - 254 800 ME uMeromue — Oonee  2-X  CHOHTAHHBIX | e JaHHBIE KOAryJorpaMMbl
[IPUTOTOBJICHUS [Tepanus npu AKTUBHOCTH FIX, KpPOBOTEUEHUH B TOJ TMpU TPOBEICHUU JaBHOCTHIO He Oouree 1
jpacTBOpa AJis remodmiuu B: mo maruourop FIX [PeryJsIpHON TIPODUIAKTUIECKOW Tepanuu rona c ykazanuem AUTB,
BHYTPUBEHHOTO TpeOOBAHUIO TN 12801071 MAlNEeHTHI c COCTOSIBILIIMCS AKTUBHOCTH
BBEJICHUS PO HUIAKTHISCKU 3aI0KYMEHTHUPOBAHHBIM JIeQUIUTHOTO (paKTopa
500 ME, PKU3HEYTPOKAIOIIUM ~ KPDOBOTEYEHUEM B CBEPTBIBaHUSI KPOBU U
1000 ME T€YEHNE TEKYILIEro roja NpHu IPOBEAECHUU HAIAYHS/OTCYTCTBUS

peryJIIpHOM NpodMIAKTHYECKOH Tepanum. MHrUOUTOpA K HEMY;
® KIIMHWYECKOE TEUCHNE

11 |Okrokor anbda: 3aMecTUTENbHAS Koarynorpamma: |CCI* -2 450 ME HeaddexTnBHOCTh Tepanmuu: MaIMEHTHI, 3a0011€BaHMS C
MO UITH3AT IS reMocTaTh4ecKas AUTB, CKJI* - 382 200 ME MMEIOIIHE Ooitee 2-X CIIOHTaHHBIX YKa3aHHEM KOJIMYECTBa
[IPUTOTOBJICHUS [Tepanus npu akTHBHOCTH FVIII, KPOBOTEUEHUI B TIOJ IpU IPOBEICHUU KPOBOTEUYCHUI B
[pacTBOpa s reMopmInu A: 1O uarnourop FVIII perysipHOi TMPO(HIaKTUYIECKO Tepamun MECALYTOL;
BHYTPUBCHHOI'O TpGGOBaHI/IIO nim MJTA AU CHTHI C COCTOABIIUMCA ® [IpOBOAMMAs TEPAIU C
BBEIICHUS PO IIaKTHIECKH 3aI0OKyMEHTHPOBaHHBIM




500 ME,
1000-2000 ME

PKIH3HEYTPOXKAIOIUM ~ KPOBOTEUEHHEM B
Te4eHUe TEKYyIIero roja NpH MpOBEICHUU
peryJIspHOi NpodUIaKTHYECKOH Tepanum.

12

CHMOKTOKOT anbda
(paxTop
CBEPTHIBAHUS KPOBU
\VIII yenoBeueckuit
[PEKOMOMHAHTHBII ):
IO (UIH3AT I
MPUTOTOBJICHUA
pacTBOpa JUIs
BHYTPUBEHHOIO
BBEICHUS

500 ME,

1000 ME,

2000 ME

3amecTHTENbHAS
TeMOCTaTHIeCKas
Tepanus Ipu
reMopuInd A: TIO
TpeOOBAHUIO WITN
MpOdUIAKTHYESCKH

Koarynorpamma:
AYTB,
axkTuBHOCTH FVIII,
uarnourop FVIII

CCJT* - 2 450 ME
CKJT* - 382 200 ME

Ha cumoktokor ambpa MOTyT OBITH
TepeBeCHbl MAIUeHTHl ¢ TeMoIIne A
mroboro Bo3pacTa, ¢ JIFO0OW CTETEHBIO
TSDKECTH  3a00JieBaHMS,  OTBECUAIOIIHE
CJICTYFOLITM KPUTEPHAM:

— paHee Jie4eHBbIE MAIMEHTHl, KOTOPHIM
TpeOyeTcst ~ COKpamleHHE  YacTOTHI
BBEAICHUS  KOHIICHTPAaTOB  (PaKTOPOB
ceepThiBaHus kposu VIII;

— panee JIeYCHBIC
HOTy4arolye Tepamuio
IUIa3MaTHYECKUMHU KOHILIEHTpaTaMHu
¢daxtopoB cBepThiBaHus kpoBu VIII ¢
Pa3IMYHBIMHU MEHSIOIIUMHUCS
TOPrOBBIMH  HAaNMEHOBAHMSAMH, IS
MIOCTOSTHHOTO ~ JICYEHUsT 0e3 CMEHBI
npenapara peKOMOMHAHTHBIM (haKTOpOM
cBepTbiBaHusl KpoBu VIII, cxoxum 1o
XapaKTepUCTHKAM TUIa3MaTHYECKIM
Ipernaparam;

— TAlMEHTHI, HCTIBITHIBAIOIINE TPYTHOCTH
IIPU TPOBEACHUM HWHBEKIMH, 3a CYET
COKpAIIIEHHOTO 00beéMa pacTBOPHUTEIS —
2,5 mur;

— TIaI[EeHTHI c HEKellaTeTbHBIMHU
peakusiMM  Ha  JIIOOBIE  JApyTHe
npernapatbl  (akTopa  CBEPTHIBAHUS
xposu VIII;

IMaUCHTHI,

MalneHTsl, nMerolue oomee 2-x
CITOHTAHHBIX KpOBOTe‘-IeHI/Iﬁ B ron, npu
MpOBeIEeHUH MPOPIITAKTHUECKON Teparuu
npyrumu npenaparamu VIII ¢pakropa
CBCPTHIBAHUA KPOBH.
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daktop

CBEPTHIBAHUSI KPOBU

BamecTHUTENbHAS
reMocTaTudcCckKas

Koarynorpamma:

AUTB,

CCIT* - 2 450 ME

CKJT* - 254 800 ME

HesdbdexTuBHOCTS TEpanmuu: TMAIMEHTHI,

nMeromue  O6osee  2-X  CIIOHTAHHBIX

ykazanueM MHH
npenapara, OJJHOKpaTHOU
JI03bI BBEJICHHS M PeXKHUMa
nHOY3H Ipenaparta;
3¢ eKTHBHOCTD
NIPOBOJUMOMN TEPANUU
(kKakoe KOJI-BO BBEJICHUI
npemnapara TpedyeTcs B
CpemHeM At
KyIHUPOBaHHS OJHOTO
9MH30/1a KPOBOTEUEHHUS,
CCTb JIM CIIOHTAHHBIC
KPOBOTEUCHUS HA PEIKUME
npodunakTHKH, Ip.);
® IIpUYMHA IIEpPEBOJIa Ha
JpYTOH JIeK. TIpermapar;
® BEC MAlMCHTA.




IX: nuodunusat s

Tepanus npu

akTuBHOCTH FIX,

KpOBOTe‘IeHI/Iﬁ B roa Iipyu MOPOBCACHUU

[IPUTOTOBJIEHUS remodmmu B: mo uHruourop FIX pEeryJIApHOA MpPOQUIAKTUUECKON Tepanuu
pacTBOpa IS TpeOOBaHMUIO HIIH MIH HaIUeHTh c COCTOSIBILIUMCS
BHYTPHUBEHHOTO MpoQHITaKTHIECKH 3aJJ0KyMEHTHPOBAaHHbBIM

BBE/ICHHS 1/AIIN PKH3HEYTPOXKAIOIIAM ~ KPOBOTCUCHHEM B
MH(y3HH TEUCHHE TEKYIIETO rofa MpPH IPOBEACHHUU
500-600 ME, peryspHONA NPOPHIIAKTIHYECKONW TePaITHH.
1000-1200 ME -

14 | @akrop 3amecTHTENbHAS Koarymorpamma: [CCI* -2 275 ME HeadekTuBHOCT Tepamuu: MAIUEeHTHI,
CBEPTHIBAHUS KPOBH [/TeMOCTaTHYECKAas AUTB, CKI* - 384 475 ME nMeromue — Oomee  2-X  CIIOHTaHHBIX
\VIII: muodunmsar  [repamus mpu akTHBHOCTH FVIII, KpPOBOTEUEHU B IO MpU NPOBEICHUU
T IPUTOTOBJICHUS [reMoQInu A: 110 uarnourop FVIII [peryIsipHON TPO(UIAKTHICCKON Tepariu
pacTBOpa s TpeGOBaHUIO UIIH 1201031 MaIEeHTHI c COCTOSIBIIUMCS
BHYTPUBEHHOT'O npodunakTHYecKu 3aI0KYMEHTHPOBaHHBIM
BBE/ICHHS 1/WIIN PKH3HEYTPOXKAIOIIUM ~ KPOBOTEUCHHEM B
mH)y3Mii Te4eHHe TEKYIIero roja NpH NpPOBEICHUU
400-899 ME peryJIspHoi NpoUIaKTHYECKOH Tepanum.
800-1400 ME

15 |®akrop 3amecTuTenbHAas Koarymorpamma: [CC* -2 100 ME Jlyyminii MHAMBUAYAIbHBIN OTBET HA
CBEPTHIBAHUS KPOBH [/reMOCTaTHYECKast AUTB, CKI* - 100 800 ME Tepanuio Ipyrum npenaparom daxrop
\VIII+dakTop reparus pu Oone3Hu [akTuBHOCTH FVIIL, cBepTbiBaHus kKpoBH VIII+DdakTop
BrureOpanna: Bunnebpanna: mo vWF, ag-vWF Bunebpanna.

Mo (UIH3aT I TpeOOBaHUIO MITH
MPUTOTOBIICHNUS MpoduIaKTHYECKH
pacTBOpa I

BHYTPUBEHHOTO

BBEIICHUS

1000 ME + 2400

ME

500 ME + 1200 ME

450 ME + 400 ME

900 ME + 800 ME

1000 ME + 750 ME

16 [DMunmzymab: 3aMecTUTENbHAS Koarynorpamma [CCIQ* - 210 mr Ha smumnsymab MoryT OBITh NepeBeICHEI
[pacTBOp AJIs repanus npu Tsokesol (xpomorennstii  (CKI* - 5 460 mr MAIEHTh! C TsxKeJI0i (popmoii remoduinn
[TOAKOKHOTO 1 yMEpEHHOM METON A (axtuBHOCTBH FVIII <1%) HE3aBUCHMO OT
BBEJICHUS reMomInu A ¢ HccienoBanms!): HaTMIHs/0TCyTCTBUSA HHrHONTOpOoB FVIII

150 mr/mi, 0,4 mit

150 mr/mi, 0,7 mi

[TAXKCIIBIM

IKIMHUYCCKHUM

AUTB,

axTrBHOCTH FVIII,

MpU HeOCTaTOYHOH Y PexTuBHOCTH

POBOJUMON PEryJIIpHOH




150 mr/ma, 1,0 M
30 mr/mi, 1 M

(heHOTHIIOM:
mpoduIakTHYECKH

uaruourop FVIII

npoduakTHuecKoil (haKTOpHOU Tepanuu.

Ha smuru3ymal MOryT OBITh IIEepeBeICHbI
B3pOCJIble AINEHTHI C AKTUBHOCTHIO
(baxTopa VIII >1% u <5% u TspxensM
(hDeHOTUTIOM KPOBOTEUEHHUHN NPH HATTMIHH
3aJJ0KyMEHTHPOBAHHOTO
PKH3HEYTPOXKAIOIIEr0 KPOBOTEUCHHS,
COCTOSIBILIETOCS! HA MIPOTSKCHUH MOCIIETHUX
5 JIET IpU IPOBEACHUU PETYIIIPHOU
npodunakTHyeckoi haKkTOpHOU Tepanuy.

Ha sMu1i3yMad MOTyT OBITh MIEPEBEACHBI
imeTH ¢ akTHBHOCTHIO (hakTopa VIII >1% u
<5% TIpH HATUYAX OJJHOTO M3 CIICTYFOIINX
KPUTEPHEB TSHKEIOT0 (PCHOTHIIA
KpOBOTEUEHUI:
- pa3BUTHE CTIOHTAHHOT'O KPOBOTCUCHUS B
TeUYeHHUE MIEPBOTO IO/ KU3HH,
moTpeOoBaBIIIee TPOBEACHHUS JICUCHUS;

—  pa3BUTHE MEPBOTO CIIOHTAHHOTO

remMapTpo3a B BO3pacTe 10 2 JIET;

- Oosiee 10 KpoBOTEUEHUH B TO]I,
MOoTpeOOBABIINX TEPANHH, Y AIIUEHTOB, HE
[OJTy4aBIIUX TPOPUIAKTHISCKOTO JICUCHHUS;
- HAJTM4KE 33]J0KyMEHTHPOBAHHBIX
PKU3HEYTPOKAIONTUX KPOBOTCUEHHH B
aHAMHE3e.
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OrnTakor anbda

MO UITH3AT IS
MPUTOTOBJICHUS
[pacTBOpa JIIs
BHYTPHBEHHOTO
BBEIICHUS
1,0-1,2 mr
2,0-2,4 mr

4.8-5,0 mr

[akTHBHpOBaHHBIN]:

reMo(pUINN

MurunburopHas Gopma

IKKoarynorpamma:
AYTB,
akTuBHOCTH FVIII,
muaruourop FVIII

CCIO* - 7,2 mr
CKII* - 648 mr

[MepeBoa Ha SMULU3YMA0 (TOIBKO ISt
MAITEHTOB ¢ TeModrnet A) WiIu TydInit
MHIMBHyaJIbHBII OTBET Ha TEPaInio
QHTUMHTMOMTOPHBIM KOATyJISTHTHBIM
KOMIIIEKCOM.

Oonoepemennoe npumenenue AUKK u
onmarxoe anb@a (AKMmusUpo8aHHo2o)
Hedonycmumo.




18 [Ddmopokrokor 3aMecTHTENbHAs KKoarynorpamma: (CCIA* - 3 500 ME - Ha s¢mopoxTokor anbga MOryT OBITH
anbga: TnoduiInzaT [reMocraTudecKast AUTB, CKI* - 364 000 ME TEepEeBEACHBI PaHEe JICYCHBIE TIAllUEHTHI C
7151 IPUTOTOBJIEHUS [TEpamus IPU axTHBHOCTH FVIII, remoduimei A, norydasuive
pacTBOpa IS reMopmInN A: TIO uarnoutop FVIII MPOPUIAKTHICCKYIO TEPAITHIO JIFOOBIM
BHYTPHUBEHHOI'O TpeOOBAHUIO WITN KOHIICHTPAaTOM (haKTopa CBEPTHIBAHUS KPOBU
BBEJICHUS MPOUIaKTHIECKH VIII (To1a3MaTHaecKuM HiTH
500 ME, [PEKOMOMHAHTHBIM ), TIPH HAJIMIHHA OJTHOTO
1000 ME MM HECKOJIbKUX KPUTEPHUEB:

1500 ME - HEOOXOAUMOCTD CHIKECHUSI YaCTOTHI
2000 ME BBEICHNUS TIpernapara py IpoBeIeHHH
3000 ME Npo(UIAKTHYECKOTO JICHEHHS;
—  TIpH cOXpaHEHHWH Ooiee 2-x
CIIOHTAHHBIX KPOBOTECYCHHUN Ha
IPOTSKEHUU I0J1a,
noTpebOBaBIINX
JIOTIOJIHUTEJILHOTO JICUEHUS.
—  HeoO0XOJMMOCTh MEHbBLIEr0 00BEMa
BBEJICHUS 10 CPABHEHHUIO C
IIpeAUIECTBYIOLIEH Tepanuei.
[pu 3TOM MepeKIItoYeHre Ha 3(PMOPOKTOKOT
ab(a He JOJDKHO YBEIMYUBATh OOIIYIO
TOJIOBYIO IIOTPEOHOCTH B Ipemapare mo
CPaBHEHMIO C TEKYIIEH Tepanueu.

19 |[Mmurmronepasa Ibonesns [Nome I u 111 Onpenenenue 15-60 Exn/kr macchl Tena  |YBeM4YEeHHE aKTHBHOCTH JlexapcTBeHHas! HEIIEPEHOCUMOCTh
UTnodumusar asst [TUTIOB, MPOTEKAIOIIAs C [AKTUBHOCTH Ha 1 uHby3uto. Yactota [0onesnu [omre: yrmyoneHue
[IPUTOTOBJICHUS KIIMHUYECKHU- rirokonepedpos3uaas uHdysui 1 pa3 14- 28 LIUTOTIEHUH, YBEJINYECHUE
[pacTBOpa IJId I/IHd)ySI/Iﬁ BHAYUMBIMHU bl KJIETOK KpPOBHU, L[Hef[ CTCIICHU OpraHOMETaJIuM,

IUTOTIEHUEH, MOJIEKYJIIPHO- [IPOTPECCHS TIOPAKECHUS
OpraHOMeErajineu, ITCHETUYCCKOC [KOCTHO-CYCTaBHOU CUCTEMBI.
MOpaX€HUEM KOCTHO- MCCJIICIOBAHUC C
ICYCTaBHOU CUCTEMBI, ICJIBIO IIOMCKa
BOBJICHCHHUEM MYyTalllil B I'€HE
PKI3HEHHO-BaXXHBIX GBA, o0wmuii ananus
opraHoB kpoBH, Y3U opranos
OpIOIIHOM TONOCTH,
IMPT GenpeHHBIX
KOCTCHU

20 [Bemarmornepasa anbga [bonezns ['ome I u 111 Omnpenenenne 15-60 Ex/kr maccel Tema  |YBenMUIeHHE aKTHBHOCTH JlexapcTBeHHas HEIEPEHOCUMOCTb.
Ulnopumusar s [TUIIOB, MPOTEKAIOMmas C |[AKTUBHOCTH Ha 1 mHbY3H0. YacToTa  |[0one3nu [ome: yrmyOnenne
[PUTOTOBJIECHUS KIIMHUYECKH- rrokonepedposuaas uHdysuii 1 pa3 14- 28 LIMTONIEHUH, YBEIUUEHUE




[pacTBOpa Ui HHGY3UH

BHAUYNMBIMU
ITUTOTICHUEH,
lOpraHoMeraiamen,
[MOpa’keHUEM KOCTHO-
CyCTaBHOM CHCTEMBI,
BOBJICUCHHEM
PKI3HEHHO-BAaXKHBIX
opraHoB

bI KJIETOK KPOBH,
MOJIEKY TSI PHO-
TeHETHYECKOe
HiCcCIleIoBaHMeE C
[eJIbI0 TIONCKa
MyTaluil B FeHe
GBA, o0mumii ananus
kpoBu, Y3U opranos
OpIOIIHOM TOJIOCTH,

\mHeH

CTENEeHH OpraHOMeTalIHy,
MpOrpeccHs MOPaKEHHUs
KOCTHO-CYCTaBHOM CHCTEMBI.

IMPT GenpeHHbIX
KoCTel
21 [Tamurmonepasa ansda bonesns ['ome [ n Il |Onpenencaue 15-60 Ex/kr maccel Tena  |YBeMUYEeHHE aKTHBHOCTH JlexapcTBeHHas! HEIIEPEHOCUMOCTb.
UTnodumusar st [TUTIOB, MPOTEKAIONIAs C [AKTUBHOCTH Ha 1 uHOy3mr0. YacTota  |0one3nu [omie: yrmyoneHue
[IPUTOTOBJICHUS KIITMHUYECKU- rroKonepeopo3unas mHdysuii 1 paz 14- 28 [IATOIICHUH, YBEINUCHHIE
KOHIIEHTpAaTa ISt BHAUYMMBIMH bI KJIETOK KPOBH, et CTENeHH OpraHOMeTalIH!,
MPUTOTOBICHUS IUTOTICHUEH, MOJICKYIISIPHO- MPOTPECCHs HOPAKCHUS
pacTBOpa IS OpraHoMeranmei, TeHETHYECKOe KOCTHO-CYCTaBHOH CHCTEMBI.
BHYyTPHBEHHOTO Mopa’keHHEM KOCTHO-  [HCCIIEIOBaHUE C
BBEICHUS CyCTaBHOM CHCTEMBI, LIEJTBIO TTOHCKA
BOBJICYCHHEM MyTaIuii B TeHe
PKU3HEHHO-BaXKHBIX GBA, o0mumii ananus
OpraHoB kpoBu, ¥Y3U opranos
OpIOIIHOM MOJIOCTH,
IMPT GenpeHHbBIX
KocTel
22 Puryxcumad, Hubdysnas BCE 375 Mr/mM? — 6 KypcoB HET WNupuBuayanbHas HEIEPEHOCUMOCTD U
KonuenTpar ans | kpynmHokIeToYHasiB PYTHHHBIE VHIYKIMOHHAS peuuanB MEeHee YeM yepe3 6 MecsIeB
IIPUTOTOBJICHUS -KJIETOYHAs naGoparopupr  [TSPAIHA;
pacTtBopa s numdoma e [IPOTUBOPELIUANBHAS
uH(y3ui, meparnust 375 mr/m2- 6
HUCCJIEIOBAaHU
pacTBop s KypCcOB
s
ITOJIKOKHOI'O ’
BBE/ICHUS LIUTOr€HETUYE
CKOE
HCCIIEJOBAaHNE
METOJIOM
FISH na
NIEPECTPOUKY
T€HOB Cc-myc,
Bcl-2 Bcl-6

TpemaHoOuom




cHst K/M,
JIIOMOabLHas
MTyHKIAS
TI5T/KT,
eciu
MO3BOJISET
COCTOSIHUC
00JILHOTO,
ecmu HeT- KT
BCEX
obnacrei, B
TOM YHCIIE
rojoBsl; MPT
1o
MMOKa3aHUsAM

Purykcnmad,
Konuentpar ans
MPUTOTOBJICHUS
pacTBopa Jis
uHpy3uit,
pacTBop st
MTOJIKOKHOTO
BBEJICHUS

IlepBuunas
MenacTHHAIbHAs
B-knerounas
mumdoma

BCE PyTHHHBIC
nmabopaTopHEIE
HCCIICIOBaHMS,

TPETaHOOMOTICHS
K/M, roMOanbHas

MTyHKIIAS
IIDT/KT, eciu
IT03BOJIIET
COCTOSIHUE
00JBHOTO, eCITH
Het- KT Bcex
obnacTei, B TOM
YHUCJIE TOJIOBHI,
MPT mo
MOKa3aHUsIM

375 Mr/mM% — 6 KypcoB
MHTyKIIMOHHAs
Tepanms;
MPOTHBOPELMIMBHAS
Fepanm 375 mr/m- 6
K

YpPCOB

HET

I/IH,I[I/IBI/I,Z[yaJIbHaﬂ HCIECPCHOCUMOCTD U
PEOUINB MCHCC YCM HCPE3 6 MECAIICB

Jlumdpoma
MapruHajibHOU
30HBI

BCE PYTHHHBIE
nabopaTopHbIE
HCCIIeI0BaHHS,

TPENaHOONOTICHS
K/M, TroMOaibHas

IMYHKIOHA
TIDT/KT, ecnmn
IIO3BOJISICT

375 mr/m* — 6 KypcoB
MHTYKIMOHHAs
Tepanus;

[0 1P KMBAOIIAS
mepanus 375 Mr/m? Ne
12;

HECT

MuauBHayanbHAs HETIEPEHOCHMOCTD U
pPEIUINB MEHEe YeM depe3 6 MecsIeB




COCTOSIHUE
00JIBHOTO, €CITH
HeT- KT Bcex
obacTei, B TOM
YHUCJIC TOJIOBHI,

MPOTHBOPELMIMBHAS
repanus 375 mMr/m?- 6
KypcoB

MPT no
MOKa3aHUAM
Makporno6yauHeM | Bce pyTHHHBIE  [375 MI/M? — 6 KypcoB  [HET MuauBuayanbpHas HETIEPEHOCHUMOCTD 1
ust BanpaencTpéma | mabopaTtopHble  [MHIYKIHMOHHAS peuIuB MEHEEe YeM depe3 6 MecAIeB
WCCIICIOBAHMS, [TE€PAITHs;
TPEMaHOOHOTICHS
K/M, JIFOMOaJTbHASIOIICPIKABAIOIIIAST
MyHKIHS, repanus 375 mr/m? Ne
MOJIKyIsipHOE (12
HCClIeIOBaHNUE Ha
MYTanuio MPOTUBOPEIMIUBHASL
MYDSS, mepamms 375 mMr/m>- 6
[OT/KT, ecmu ~ [KypcoB
TIO3BOJISIET
COCTOSTHHE
00JIBHOTO, €CIIH
Het- KT Bcex
obacTeii, B TOM
YHCIIE TOJIOBBL;
MPT 1o
MOKa3aHHUsIM
MaHTUHHOKIIETOUH | BCE PyTHHHBIE [375 Mr/mM2 — 6 KypcoB  [HET MuauBuayanbHasi HEIEPEHOCUMOCTD U
ast Iumdoma 1ab0paTopHbIe  [MHIYKIHOHHAs [pEIMIUB MEHee YyeM depe3 6 MecsieB
WCCIICIOBAHMS, [TE€PaITHs;
TPETaHOOHOTICHS
K/M, JIFOMOaTBHASITO A PIKUBAIOIIAST
IIyHKL U, repanus 375 mr/m? Ne
HUTOreHeTu4yecK |(12;

0€ UCCIIeIoBaHue
meronoMm FISH
Ha IIEPECTPONKY
reHoB Cyclin D1,
mymayuro TP53
TIDT/KT, ecnmn
MTO3BOJISIET

NPOTHBOPELMIMBHAS
reparmus 375 mr/m2- 6
KYpCOB




COCTOSIHUE
00JIBHOTO, €CITH
HeT- KT Bcex
obacTei, B TOM
YHUCJIC TOJIOBHI,

MPT no
MOKa3aHUAM
DouuKyIspHas BCE PyTHHHEIE 375 Mr/mM2 — 6 KypcoB  [HET MuauBuayanbHasi HEIEPEHOCUMOCTD U
muMdoma nmabopaTopHbIE  |[MHAYKIMOHHAS penuanB MeHee YeM uepe3 6 MecsIeB
WCCIICIOBAHMS, [TE€PAITHs;
TPEMaHOOHOTICHS
K/M, JIFOMOaJTbHASIOIICPIKABAIOIIIAST
MyHKIHS, repanus 375 mr/m? Ne
LHUTOTeHeTuYecK |(12;
o€ HCCleI0BaHUE
meronoM FISH  [mpotuBopeunuanBHas
Ha [IEpPECTPONKyY (Tepamus 375 Mr/m>- 6
T'€HOB C-Mmyc, KypcoB
Bcl-2 Bel-6
IIDT/KT, ecimn
TIO3BOJISIET
COCTOSIHHE
00JBHOTO, eCITH
Het- KT Bcex
obacTeii, B TOM
YHCIIe TOJOBHI;
MPT 1o
TIOKa3aHHUAM
XpoHuyeckui BCce pyTHHHEIE [375 mMr/M?> — 1 kypcm  [cam guarao3 XJLJI MuauBuayanbHasi HEIEPEHOCUMOCTD U
TUMQOIUTAPHBII nmaboparoprbie  [S00 Mr/M? — 5 KypcoB  |HauMHas cO 2-TO Kypca  [pELMAUB MEHeE 9eM 9epe3 6 MecsIeB
JeHK03 WCCIIEJIOBaHMS, [MHIYKIIMOHHAS
TpEenaHoOHOIICH [Teparnus;
S K/M,
UMMYHO(DEPOTH [[TPOTHBOPEIIUANBHAS
nupoBanue  [repamus 375 mr/m? — 1
nepudepudecko Kypc u 500 Mr/m? — 5
1 KpOBU I [KYPCOB MHAYKLIMOHHAS
K/M, [reparus;
MYTallMOHHBIN

CTatyc,




MOJICKYIISIPHOE
HCCIICOBAHUE
HA Mymayuio
TP53,
TIDT/KT, ecnu

ITO3BOJISIET
COCTOSIHUE
00JIBHOTO, €CITH
met- KT Bcex
obacTeii, B TOM
YHUCIIE TOJIOBHI;

MPT no
MTOKa3aHUAM
23 dnynapadun ManTuitHokseTouHas | Bcee To xe, yto | MHnykuuoHHas HET Pe3ucteHTHOCTS K Npenapary u
KOHIIEHTpAT JUIs auMpoma Ui repamnus: oT 20 1o 25 UHUBUAYaJIbHAs! HENIEPEHOCUMOCTh
MPUTOTOBJICHUS purykcuMaba  Mr/m% B/B 3 ams maGo 40
pacTBoOpa A Mr/mM? BHYTpb 3 JHS Ha
BHYTPHUBCHHOTO Kypc. Beero 6 xypcos
BBE/ICHMUS, [IporuBopenuauBHa
moduIn3aT I s TEparnus B TOH e
MPUTOTOBIICHUS JIO3UPOBKE U PEKUME
pacTBopa ajist XpoHuueckuit Bce To ke, uto | MHAyknmoHHas HET Pe3sucTeHTHOCTD K npenapary u
BHYTPHUBEHHOT'O UM OIUTAPHBIN st repanus: ot 20 10 25 MHMBH1yalbHasl HEIEPEHOCUMOCTh
BBEJICHUA JIeKo3 purykcumaba  Mr/m% B/B 3 ust 6o 40
MI/M2 BHYTPB 3 IHS Ha
Kypc. Beero 6 kypcos
[IpoTuBOpEeMANBHAL
[Tepamnust B TOU ke
ITO3UPOBKE U PeIKIME
MaxkpornoOymuHemusi| Bce To ke, uto | UHAYKIIMOHHAS HET Pe3ncTeHTHOCTD K IIpenapary u
Banbnenctpéma JUIs repanus: oT 20 1o 25 MHIUBUAYalbHAsl HEIEPEHOCUMOCTD
purykcumaba  |(mMr/m? B/B 3 gust 160 40

Mr/mM? BHYTpb 3 JHS Ha
Kypc. Becero 6 xypcos
[IpoTuBOpELUAMBHAS
[Teparnust B TOU ke

ITO3MPOBKE U peKHMe




