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I'EMO®LJIIA A
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BCTYII

VHidikoBaHUM KIIHIYHUM TMPOTOKOJ MEPBUHHOI Ta CIEHiai30BaHOI METUYHOT
nonomoru (nani - YKIIM) «'emodimist A» po3poOieHuii BiIMOBIAHO A1 MeToaukw,
3aTBEep/KEHOI HakazoM MiHicTepcTBa OXOpoHH 370poB’s Ykpainu Ne 751 Bix
28 BepecHs 2012 poky «IIpo cTBOpeHHs Ta BIPOBAKEHHS MEIMKO-TEXHOJIOTIIHUX
JIOKYMEHTIB 31 CTaHAapTH3allil MEIUYHOI TOIOMOTH B ccTeMi MiHiCcTepcTBa OXOPOHU
30pOB’sl YKpaiHu», 3apeecTpoBaHoro B MiHicTepcTBi IocTHIIIT YKpaiHu 29 aucronana
2012 poky 3a Ne 2001/22313.

YKIIM/] po3po6ienuii Ha ocHOBI KiliHIYHOT HaCTaHOBH, 3aCHOBAHOI Ha JIOKa3ax
«I'eModimii», siKa IPYHTYEThCS Ha MPUHILUIAX JOKA30BOT MEJAUIIMHU 3 YpaXyBaHHIM
Cy4yaCHHX MDKHApOJHUX peKoMeHJamid. O3HalOMUTHCS 3 TEKCTOM KIIHIYHOI
HAaCTaHOBH «I"emodimiin MOYHAa 3a MTOCUJIAHHSIM
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/.

B VKIIMJl 3ocepemkeHO yBary Ha OCHOBHMX e€Tamax HaJaHHS MEIUYHOI
JOTIOMOTH TaiieHTaM 3 remoduriero A. OCHOBHUMH 3aBJaHHSAMU IIPU PO3pOOIT
MpPOTOKOJIy OyJio 3a0e3nedyeHHsl SIKOCTi, €(PEKTUBHOCTI Ta PIBHUX MOXKIMBOCTEH
JOCTYMy 10 MEIMYHOI JOTMOMOTH MAaIll€HTIB 3 TeMOoQiIi€l0 A, CTBOPEHHS €IUHUX
MPUHIUIIB I0A0 NMPOQIIAKTUKH, J1arHOCTUKH, JIKYBaHHS Ta peaOuIiTalii Maii€eHTiB,
a TaKOK OOTPYHTYBaHHS KaJPOBOTO 3a0€3MEUYCHHS Ta PECYPCHOTO OCHAIIICHHS 3aKJIa Ty
OXOpPOHHU 370poB's (naii - 303).

Po6ouy rpyiy 3 po3poOKu rajiy3eBUX CTaHAAPTIB MEAUYHOI JOIIOMOTH 32 TEMOIO
«I'eModnii», 10 AKOi YBIMILIM MPEACTABHUKH PI3HUX MEIUYHUX CHELlalbHOCTEH,
CTBOPEHO Haka3oM MiHicTepcTBa OXOpOHU 370poB’st Ykpainu Big 18 cepmus 2020
poky Ne 1908 «IIpo yTBOpeHHS Ta 3aTBEP/PKCHHS TIIEPCOHAIBHUX CKJIAJIIB
MYJIBTUIUCIUILTIHAPHUX POOOUUX TPYI 3 pO3POOKHU raimy3eBUX CTaHAAPTIB MEIUYHOI
JOTIOMOTHY (31 3MIHAMH).

Po3pobka KIiHIYHOTO MPOTOKOITY JIIKyBaHHS reMOod1Iil, IPYHTY€EThCS Ha JI0Ka3ax
BKpail BAXKJIMBUX JJI 3HUKCHHS 3aXBOPIOBAHOCT], CMEPTHOCTI Ta MOKPAIIIEHHS SKOCTI
KUTTS Trojiei 3 remodinieto (gami - JI3I). 3HaHHs 3araabHUX OPUHITUITB JIIKYBaHHS Ta
PI3HOMAaHITHUX AacHEeKTIB MEIUYHOI JOMOMOTM MHpHU reModuili A JiKapsaMH YCIX
CHEllaJbHOCTe J03BOJIUTH 3a0€3MeuuT 0Oa3uc Id PO3BUTKY KOMILUIEKCHOI
CHeI1aIi30BaHO1 CUCTEMHU JOTIOMOTH JIFOJIIM, L0 KUBYTH 3 3eMOQLITI€I0 A.



https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
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ITepeJiik cKkOpOYeHb, 110 BAKOPHCTOBYKThCS Y IPOTOKOJII

ABOD ApTtepioBeHoO3Ha ¢icTya

AKK AMIHOKAIIPOHOBA KUCJIOTA

AKT AHTHUKOATYJISIHTHA TEPaITis

ATT AHTHUTPOMOOTHYHA Teparis

AUYTY AKTHBOBaHUN YaCTKOBUH TPOMOOIIJIACTUHOBHI Yac

B/B BHyTpilTHhOBEHHUH IUISAX BBEICHHS

B/M BHyTpimiHOM’ I30BHI IIUISAX BBEJCHHS

BA BoBuakoBHi1 aHTUKOATYJITHT

BI'C Bipyc renatuty C

BLJI Bipyc imyHOneinuty JroauHu

BIT Binninenns iIHTEHCUBHOI Tepartii

BOO3 BcecBiTHs opraHizailisi 0OXOpOHU 3/10pPOB’s

BTE Benozna tpomboemMOoutist

BorI BcecpiTHs denepatiis remodinii

BUK BHyTpiniHbOU€penHU KPOBOBWIIMB; BHYTPIIIHbOLIEPEOpATLHUI
KPOBOBHUJINB

BUKTI Bapiaris uncina korriii TeHiB

JIABII 1-ne3amino-8D-apriniH-Ba3onpecrH (J1eCMOIPECHH)

JTHK Jle30xkcupruOOHYKIIETHOBA KMCIIOTA

3TII 301gHEeHa HA TPOMOOIIMTH TIa3Ma

303 3akiiai OXOPOHU 310POB’A

[T [HayKIis IMyHHOT TOJIEPaHTHOCTI

KAIIK KoH1ileHTpaT akTHBOBAaHOT'O MPOTPOMOIHOBOTO KOMILIEKCY

KT Kowmm’torepna Tomorpadis

K®K KoHnnentpat dakropa xoarymsiii

IIITH [TonoBkeHuit mepio]1 HarmiBBUBEICHHS

CIIH CranpapTHUI TIepio/1 HAIBBUBEICHHS

JI3I JIronu 3 remodiiero

MO MikHapoIHa OTMHHUIIS

MPT MarniTHo-pe3oHaHcHa ToMorpadis

MILIKT MiHepalibHa IIUIBHICTh KICTKOBOT TKAHUHM

HII33 Hecrepoinni npoTu3amnanbHi 3ac00U

BO bere3na onuang

OPA OnopHO-pyXx0oBuU# anapar

I /1 [TepeniMruranTaIiiHui TeHETHYHUMN aHAI3

IrcC ITOBHOr€HOMHE CEKBEHYBaHHS

ITET [TomeTHIIeHTTIKOb

[P [TonimepaszHa JIaHIIOrOBa peaKilist

MIBJA [IpucTpiii a5t HEHTPATBHOTO BEHO3HOTO JIOCTYITY

I [IpoTpombOiHOBHI1 Hac

[THII [Tyn HOpMaIIBHOT T1a3MU

I1/111 [TigmKipHU TUISX BBEICHHS



PHK
PUKC
CHII
V3]
OPA
X)B
HHC
HOr-2
oP
FVlla
FVIII
HJHS
19G
PRICE
rEVila
RICE
VWF

dopma
Ne 025/0

dopma
Ne 112/0

PubonykieiHoBa kucioTa

CepenHbOpIUHA YACTOTA KPOBOBHIIUBIB Y CYTJIO0H
CexBeHyBaHHS HACTYITHOTO TTOKOJIIHHS
VYapTpa3ByKoBe JOCTIIHKCHHS

OnopHO-pyXOBHUi amapar

XBopoba ¢hon Bimredbpanma

[lenTpasibHa HEPBOBA CHCTEMA
[{ukinookcureHaza-2

DaKTOp PU3HUKY

®akrop VII, aktuoBanuii FVII

®akrop VIII

[IIxana omiHku GyHKIIIOHAIBHOTO CTaHy CYT1001B IIpu reModiii
ImyHorno6ynin G

3axXHCT, CIOKIH, JIi, KOMIIPECIs, IMTHIMaHHS
PexombinanTHuit aktuBoBanui axtop VII
Crokii, KoMIpecis, JIia, mJIHIMaHHS

®dakTtop dhoH Bimnebpanaa

dbopma nepBuHHOI 00J11KOBO1 JoKyMeHTartlii Ne 025/0 «Menuuna kapta
amOynaropHoro xsoporo Ne », 3aTBepkeHa Haka3oM MiHicTepcTBa
OXOpoHHU 310poB’st Ykpainu Big 14 mrortoro 2012 poky Ne 110,
3apeecTpoBaHuM B MiHictepcTBi toctuilii Ykpainu 28 kBiTHS 2012
poky 3a Ne 661/20974

dbopma mepBUHHOI 00MKOBOi gokyMeHrtamii Ne 112/0 «IcTopis
PO3BUTKY TUTHHU Ne », 3aTBep/kKeHa Haka30M MiHICTepCTBa OXOPOHU
3n10poB’a Ykpainu Bin 28 nunns 2014 poky Ne 527 «IIpo 3aTBepmxkeHHs
(GopM MEepBUHHOI OONIKOBOI AOKYMEHTAIll Ta 1HCTPYKIIH MO0 iX
3alOBHEHHS, 110 BUKOPUCTOBYIOTHCSA Y 3aKJIaJaX OXOPOHH 3I0POB’S
HE3&IeXKHO BlA  (QopMu  BracHOCTI Ta  HIANOPSIKYBAHHS,
3apeecTpoBaHUM y MiHicTepcTBl toctuiii Ykpainu 13 cepnua 2014
poky 3a Ne 976/25736



I. TACIHOPTHA YACTHUHA

1.1 Hdiarno3. I'emodims A (kimacuuHa remModinisl) — crajaKoBa HEJOCTATHICTD
daxropa VIII (FVIII)

1.2. Koan crany aoo 3axpoproBannsi. HK 025:2021 «KiaacudikaTop xBopod
Ta CINOPiIHEHNX MPOOJIEM OXOPOHHU 310POB'sI»:

D66 CnaakoBa HenpocTaTHICTh (hakTopa VIII

1.3. IIporokoJ, npuzHayenuid aasi: kepiBHUkiB 303 Ta iX 3aCTyNHUKIB,
¢i3nuHuX 0Ci0 - MiAMPHUEMIIIB, K1 MPOBAAATH TOCHOIAPCHKY TISUIBHICTh 3 METUYHOT
MPAKTUKU Ta/ab0 MaroTh MPaBO HA HAJAHHS peabUTITAMIHOI JOMOMOTH 3TiAHO 13
3aKOHO/JABCTBOM, Ta HAJAIOTh MEAMYHY JOMOMOTY BIJIMOBIAHOTO BHIY, JIKapiB
3araJibHO1 MPAKTUKU-CIMEIHHUX JIiKapiB, JiKapiB: MeiaTpiB, TEPANeBTIB, TEMATOJOTIB,
IMYHOJIOTIB, OpPTOMNEAIB, I'€HETHUKIB, CTOMATOJIOTIB, aKyIIep-T1HEeKOJIOTIB, JKapiB 3
JTIKYBaJIbHOT (Di3KYJIbTYpH, CEPEIHBOrO0 MEIUYHOTO MEPCOHANy, 1HIIUX MEIUYHUX
MpaIliBHUKIB, K1 OEpyTh y4acTh y HaJaHHI MEPBUHHOI Ta CHEiali30BaHOT METUYHOT
JIOTIOMOTH TAIliEHTaM 3 TeMODLTIEIO .

1.4. Mera mnportokosy. 3a0e3NeuuTd SKICTb, €(PEKTUBHICTH Ta pIBHI
MOXJIMBOCTI JIOCTYMY J1O MEIMYHOI JIOIMIOMOTH JIFOJsAM 3 TeMo(iliel0 A Ha OCHOBI
J0Ka3iB e(EeKTUBHOCTI MEIUYHHX BTPYyYaHb Ta JAaHUX JOKAa30BOi MEIUIIMHY;
BCTAHOBUTH €JIMHI BUMOTH 010 MPOQPIITAKTUKH, T1arHOCTUKU Ta JTIKYBaHHS MAI[l€HTIB
3 reMo(imiero A.

1.5. laTa ckjaaganus nporokonay 2025 pik.

1.6. laTta neperasay nporokoay: 2028 pik.

1.7. Crimcok Ta KOHTAKTHA iH(popMaLis 0ci0, AKi Opaju yyacTb y po3pooui
MNPOTOKOJY.

Kimmenko kepiBHUK LleHTpy remarosiorii, XimioTeparnii reMo01acTo31B

Cepriit BikTopoBud Ta TpaHCIUTaHTAIlll KICTKOBOTO MO3KY KIIIHIYHOI JIIKapHi
«Deodanis» JlepxkaBHOTO yIpaBiIiHHS cripaBamHu, mpodecop
Kadeapu KJIIHIYHOT nabopaTopHOi J1arHOCTUKH
HartionanpHOro yHIBEpCUTETY OXOPOHHU 370pOB’S YKpaiHu
imeni [LJI. Illynuka MiHicTepcTBa OXOPOHU 370pPOB’S
VYkpainu, rosioBa po6ouoi rpymnu;

ABep’siHOB 3aBiAyBad BIJAUICHHS XIpypriuHoi remarosiorii [HCTUTYyTY
€Breuiit remMaToJiorii Ta TpaHc@y310JIoTii AEep)KAaBHOI YCTAaHOBU
BanentnHoBHY «HarionaneHUi HayKOBUHM LIEHTP paaialliiHOI MEIUIIMHH,

remMaroJiorii Ta oHkosorii HamoHnaiabHOT akageMii MeTUIHUX
HayK YKpaiHuy» (3a 3roJi010);
I'apToBCBHKa 3aBlAyBay [IEHTPY reMaToJIOT1i Ta TPAHCIUIAHTAIli1 KICTKOBOTO
Ipuna PaomupiBHa MO3Ky KOMYHQJIbHOIO HEKOMEPLIMHOrO  MiANpUEMCTBA
«KuiBchkuii 061acHUi OHKOJNOTIYHUN auctancep KuiBchkoi
obmacHOi pamw», JOIEHT Kadenpu TemMaToyiorii Ta
TpaHcdysionorii HarioHanmbHOTO YHIBEpPCUTETY OXOPOHU



Kpaciscbka

Banepis Banepiina

Cracullmu
Onekcanapa
BacwiiBaa

['mymixo Haramis
JIrobommupiBHA
Kanuce Aunpiit
CrenanoBu4

BinsueBchbka
Karepuna
BikropiBHa
Kopomtok Onbra
SpocnaBiBHa

3nopoB’st Ykpainm imeni [LJI. Hlymuka MinictepcTBa
OXOPOHHM 37I0pOB’sl YKpaiHy,

CTaplIMii HAyKOBUU CIIBPOOITHUK JEp>KaBHOI YCTaHOBU
«IHCTUTYT maToJyiorii KpoBI Ta TpaHC(Py31HHOI MEAUITUHU
HamionanpHOoi akagemii MeIWMYHMX HayK YkpaiHm» (3a
3rofI010);

3aCTYIIHUK JUPEKTOpa 3 HayKoBoi pobotu JlepkaBHOi
ycTaHOBH «IHCTHTYT maTojiorii KpoBi Ta TpaHCQy3iiHOT
meaunmau  HarionanpHOi — akajgemii  MEAMYHUX — HAyK
VYkpainm» (3a 3r0J1010);

3aBiyBad BUIIUJICHHS T'e€MaTOJIOTii
00JacHO1 KJIIHIYHOI JIIKapHi;

KEpPIBHUK XIPYpPridyHOi Tpynu [Jsl MAIl€HTIB 3 reMoQuIi€e0
JEp>KaBHOI  yCTaHOBM «IHCTUTYT maronorii KpoBi Ta
TpaHcdy3iiiHoi Meauinau HarionansHOT akagemMii MeTUIHUX
HayK YKpainu» (3a 3rojioro);

3aBigyBau llenTpy matosiorii remocrtasy HarioHanbHOi
JTUTAYOI criemiani3oBanoi JikapHi «OXMATIUTy;

IBanO-®paHKiBCHKOT

JIOLIEHT Kadenpu BHYTpIUIHbOI MeauuuHu Ne2 JIbBIBCHKOTO
HalllOHATBHOTO MEIUYHOTO YyHIBepcUTeTy iMmeH1 Jlanua
["anuipkoro.

MeToauuHuii cynposia Ta inpopmaniiiHe 3a0e3ne4eHHA

I'ynenko OxcaHa
[BaHiBHA

HayaJbHUK BIJAUTY CTaHAApTU3aIlli MEIUYHO! JOMOMOTH
JepxaBHOro nignpueMcTna «JlepxaBHu €KCIIEPTHUI LEHTP
MiHicTepcTBa OXOpOHM 3I0pOB’S YKpaiHW», 3aCTyIHUK
rOJIOBU pOOOYOT TPyNH 3 METOI0JOTTYHOTO CYITPOBOY

EnexTpoHHy Bepcil0 JOKyMEHTa MO’KHAa 3aBaHTOXUTH 3 O(MIIIHHOrO Ccalty
MinictepcrBa oxoponu 3mopoB’s (http://www.moz.gov.ua) ta 3 Peectpy memuko-
TexHosoriyHuX qokymenTiB (https://www.dec.gov.ua/mtd/home/)

Penensenru
Kyuep
Onena
Bononumupisaa

JIArinp
CepriiBHa

Ipuna

npodecop kadempu rTemaromnorii 1 TpaHcdy3iomorii
HarmionanpHOTO YHIBEPCUTETY OXOpPOHHU 370pOB’S YKpaiHu
imeni [LJI. Illynmuka MiHicTepcTBAa OXOPOHH 3/I0POB’S
VYkpainu, npodecop, 1.M.H.;

3aBiJlyBau BUIJUICHHS OHKOI'E€MAaToJIOrli Ta TpaHCIUIaHTAIlll
CTOBOYpOBHUX KJITHH Jep>KaBHOI ycTaHOBU «HarionansHui
HAyKOBUU WEHTP paJlaliifHOi MEIWIMHU, TeMaToJIorii Ta
onkosorii HamioHanbHOi akagemii MEAMYHUX HAyK YKpaiHu
VYkpaiam» npodecop, 1.M.H.


http://www.moz.gov.ua/
https://www.dec.gov.ua/mtd/home/

1.8. KopoTka enigemiosioriuna ingopmanis

I'emodinist A — piaKiCHE CHaAKOBE MOPYIICHHS 3TOPTaHHS KPOBI 0OYMOBJICHE
nedpimurom daxropa koaryisuii VIII (FVIID). XBopobOa ycnagkoByeThecsi yepe3 X-
xpoMocoMy 3 myTailiero reHa F8. I[leBna yacTka BunajakiB remodiii A € pe3yIbTaToM
CIIOHTAHHUX TeHETHMYHMX Bapialiii y reHi F8, Binrak, He BCl MAIllEHTH MaTUMYTh
CHaJIKOBUM aHaMHE3 XBOPOOH. 3/1e0UIBIIOI0 XBOPIIOTh YOJOBIKH, Kl YCHAAKYIOTh
3MIHEHY MaTePUHCBKY X-XpOMOCOMY. Y KIHOK 3aXBOPIOBaHICTh Ha reModinito A
(piers FVIII <40 MO/m1) Han3BUYaiiHO PIAKICHE SIBUIIE, IEPEBAKHO 0OYMOBIICHE
3MiHAMU B OOMIBOX X-XpOMOCOMax a0o0 MONIKO/DKCHHSIM OJHI€l X-XpOMOCOMHU 3a
YMOB HEaKTHBHOCTI 1HIIOI. JKiHKa 3 O/IHI€I0 3MIHEHOI0 X-XpPOMOCOMOIO BBaXKAEThCS
HocleM remouii A.

Cepen ycix ¢opm remodimii dactka rtemodimi A ckmamae 80-85%.
[Tommpenicty remodimii A craHoBuTh 17,1 Bumagkie Ha 100 THCSY YOJOBIYOTO
HaceJeHHs, 3 HuX 6,0 BUMAKIB TSHXKKUX (POPM; MOMIUPEHICTh CEepel HOBOHAPO[HKEHUX
— 24,6 BunaakiB Ha 100 THCSAY XJIOMYKKIB, 3 HUX 9,5 BUIAJIKIB TSHKKUX (HOPM.

KpoBoBunusu, po3surok iHridiropiB o FVIII, ycknagnenus 3 60ky omnopHo-
pyxoBoro amapary (mam - OPA) Ta iHII Cepiio3HI HACTIAKKM XBOPOOH, 3a3BHYai,
BUHUKAIOTh y YOJIOBIKIB, ajié MOXYTh CIIOCTEpIraTucs W y JEeIKuX *KIHOK-HOCIIB Ta
MOTPeOYIOTh TOKUTTEBUX JIIKYBAIBHO-TIPEBEHTUBHUX 3aXOJiB, IO IMOMEPEIKAIOThH
PO3BUTOK YCKJIATHEHB 3aXBOPIOBAHHS.



II. 3arajbHa yacTuHA

I'emodimist A — 1e 3demieHe 3 X-XpOMOCOMOIO PELECHBHE 3aXBOPIOBAHHS,
crpudyuHeHe AedinuToM (QyHKIIOHAIBHOTO (akTopa 3ropTaHHs Iiazmu Kposi VIII
(FVIII), saxuii MoXe mepenaBaTucs y CHajgok ab0 BUHHMKATH BHACIHIIOK CIIOHTAHHOI
MyTarlii.

Hedimut dpakropa VIII mposBiaseTsCsl y BUTIISAAI CIOHTAHHOTO a00 BTOPHUHHOTO,
HIiCJIsl TPAaBMH T€MOPAriyHOro CHHAPOMY, 1 TOTpeOye paHHbOI 1IarHOCTUKH, B T.4. HA
peHATATBPHOMY €Talll 3 3aJydeHHSIM CIEIIaiCTIB 3 T€HETUYHOI MIarHOCTHUKU Ta
IUTAaHYBaHHS CIM’1, Ta TMOXWUTTEBUX JIKyBaJIbHO-IPEBEHTUBHUX 3aXOIB, MIO
MOTIEPEIKAIOTh PO3BUTOK YCKJIaIHEHb 3aXBOPIOBAHHS.

[TpodinakTuka 3 paHHROTO AUTIYOTO BIKY - HAaWKpaIIUi Crioci0 yHiBepcaabHOT
npodinaktuku st yeix JI3I.

CrangapToM JIKyBaHHsI YCIX MAIlEHTIB 3 TSOHKKUMH (popmamu remodimii A Ta
MAIlEHTIB CEPEIHBOTO CTYMEHS THKKOCTI 3 TSHKKUM (DEHOTHIIOM KpPOBOTEY €
peryisipHa 3aMmicHa Tepamis (mpodiiakTHKa) 3 BUKOPUCTAHHSIM IUIa3MaTUYHUX a00
PCKOMOIHAHTHUX KOHIICHTpaTiB (pakTopiB koarysmii (gani - KOK) 31 cranmaptHum
abo mpoJIoHTOBaHUM TiepiofoMm HamiBBUBeAeHHs (nani - CITH/IIIIH), nedakropHux
npenapariB a00 1HIIMX T€MOCTaTUYHUX MPENapariB, sIKy MOYUHAIOTH y BIlll A0 3 POKIB
JUISL TIOTIEPEIKEHHSI KPOBOTEY Ta 3amo0iraHHsl YCKIJIaJHEHb 3 OOKY OpraHiB OMOPHO-
pyxoBoro amapary (OPA). PosBurok iHri0oiTOpHHX amoanTutini g0 FVIII moxe
CEpil03HO YCKIAHUTH JIIKYBaHHS T'€HETUYHUX BUMAKIB.

BaxxnuBUM € KOMIUIEKCHE JIIKyBaHHsSI MPOsiBIB reMo(uli Ta ii yCKJIaJHEHb 3a
Yy4acTIO MYJIbTHIUCIMIUIIHAPHOT KOMaHI1 (paxiBI[IB - ONepaTUBHE JIIKYBaHHS €Mi30/11B
KpPOBOTEY, BKJIIOYHO 3 MOAAJIBIINM KOHTPOJIEM OO0JII0; JIKyBaHHS yckiaaHeHb OPA;
npo(TAKTUKY Ta JIKyBaHHS 1HTIOITOPIB; JIKYBAaHHS CYMYTHIX 3aXBOPIOBAHbB; JOTJIS]
3a 3y0aMu; peryJsipHy COIlabHO-TICUXOJIOTTYHY OI[IHKY Ta MATPUMKY;

[IpoBeneHHsT peryjaspHOrO HAaBYAHHS TMAIIEHTIB Ta WIEHIB iX POAMH
OCOOJIMBOCTSIM JIIKYBaHHS TeMo(duIii BIOMa Ta CTBOPEHHS MOXIMBOCTEH MJis
JIOMAIIHBOTO JIIKYBAaHHS MAII€HTIB 3 JOTPUMAaHHS YXBAJICHOTO JIKApPEM PEKUMY
JIKYBaHHS — € HEB1JI €EMHOIO YacCTUHOO KUTTs JI3I'.

III. OCHOBHA YACTHUHA

1. IlepBuHHA MeAUYHA JONIOMOTA
1) Monepen:xeHHst reMogiJii A Ha NpeHaTaJbLHOMY eTari

IToJ/10:keHHS IPOTOKOTY

[TonepemkeHHs HApOHKEHHS TN 3 TeMODUTIEI0 A MOXKIIMBE JIUIIE 32 YMOBHU
BUSIBJICHHS JIIKApSIMM 3arajibHOi TPAKTUKH - CIMEWHUMH JIKApsSIMH, JIKapsIMH
TepaneBTaMH MAalI€HTIB 3 TPYIH PU3UKY 100 HasIBHOCTI 200 HOCICTBA KoaryionaTii
Ta HANPABJICHHS TaKUX MAI[I€HTIB HA KOHCYJBTAIIIO JIO0 JIKAps TeMaTojora, JiKaps
reMaToJiora JUTS9O0TO.
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[IpoBeneHHsT TEHETUYHOI KOHCYNbTALli CIiJ MPOMOHYBAaTH OOJITaTHUM Ta
MOTEHIIMHUM HOCISIM, KOJIM BOHHU BXKE JOCHThH JOPOCHi, 100 3pO3yMITH HACHIJIKU
BCTAHOBJICHHS JIIarHO3Y Ta MOXKYTh JAaTH 3r0Jly Ha MPOBEIACHHS AOCIIHKEHHS.

OO0rpyHTyBaHHS

Ha cporomni He iCHye MOXIIMBOCTI BHWIIKYBaHHS ab6o crenudiuyHoi
npodinakTuku remodinaii A, sxa 6 J03BoNMIA YHUKHYTH XBopoOu. IIpote, paHHs
JIIarHOCTUKAa Ta Mpo@iIaKTHYHA 3aMiCHA Teparis MO3UTHUBHO BIUIMBAE Ha IMepedir
3aXBOPIOBAHHS. 3BAKalOYM HA PELIECUBHE yCMaIKyBaHHS MyTallli TeHY B X-XpOMOCOMI
(XM, yci noHBKM 4YoJIOBiKa 3 reModimicro A OymyTh IeTepPO3UIOTHHMH HOCIAMH
MATOJIOTTYHOTO TeHY, TOA1 IK CHHUA MOXKYTh OyTH 3TOPOBUMH (SIKIIO YCTIAAKOBYIOTh X-
XPOMOCOMY BiJl 37I0pOBOi MaTepi) a00 XBOPUMH (SKIIO yCHaaKOBYIOTE X" Bi Matepi-
HOCIsT); KIHKU-HOCIi mepenaioTh xBopoOy cuHam (50% WMOBIPHOCTI s TUIOAA
YOJIOBIYOi CTaTi, KO 0aThbKO 3/I0POBUI), a yepe3 M04oK-HOCIiB (50% HMOBIpHOCTI
JUIS TIJI0J1a SKIHOYO1 CTaTl, K0 0aThKO 3/J0POBUil) — BITAJICHUM TTOKOIIHHSM.

Jlo 30% mamieHTiB HE MawTh CIMEHHOTO aHamMHe3y, IO OO0yMOBJIEHO
CIIOHTAHHHMH TE€HETUYHUMHU BapiallisiMud. Binrak, €quHUM crocoOoMm 3amoOiraHHs
HapO/DKEHHS JITeH 3 reMouriero A € TeHETUIHE JOCHTIDKEHHS HOCIIB, TPOBEICHHS
MPEKOHIENIIAHOT MATOTOBKU Ta MPEeHATAbHOI AiarHOCTUKU. [IpakTuyHa peanizaris
TAKOTO IMJAXOJy BHUMAara€ HasBHOCTI PecypciB, JIOCBiAUYeHHX (haxiBI[IB T'C€HETHKIB,
cepTudiKOBaHOI CHeIiagi3oBaHoi jJabopaTopii, JOCTYMHOCTI METOJIB T'€HETHYHOTO
TECTyBaHHS.

HeooOxiani aii

O00B’s13K0BI

BusBnsTu rpynu pu3MKy Mali€HTIB MO0 M1J03PpH HA HAABHICTh KOAryJonaTii
BIAMOBIAHO 10 i1HopMalii, HaBeAeHol y Tabauii 3 nyHkTy 1 posauty IV mworo
YKIIM/I.

Hanapatu indopmartiiro ocodam 3 rpyI pu3uKYy 1010 MOXKJIUBOTO yCHaAKyBaHHS
3aXBOPIOBAHHSI, MPOSIBIB Ta mepediry remodimii.

CxkepoByBatu 0ci0 3 IMI03pOr0 Ha TeMOd1Ii0 Ta MOTSHIIIHHNUX HOCIIB reModimii
10 JTIKapsi TeMaToJIora, JIiKapsi reMaToJiora JUTS4Y0ro, I 11arHOCTUKY, BCTAHOBJICHHSI
JiarHody, MiA00py €(QEeKTUBHOrO JIIKYBaHHS Ta TOJAJIBIIOTO CIIOCTEPEIKECHHS
BIIPOJIOBK KUTTS.

[TosicHroBaTH marieHTaM/0aTbKamM/OMiKyHaM Ba)KJIMBICTh MOCTIHHO MaTH TPHU
co01 IOKYMEHTH 3 1H(OpMAIII€TO 11010 TOYHOTO 11arH03y, HABHOCTI 1HI101TOpa, TPyIu
KpOBI, Pe3yC-NPUHAJTIEKHOCTI Ta KOHKPETHUX PEKOMEH Ialliil Ha BUMaJ0K KPOBOTEYI.

baxani

HampaBnsiTu mamieHTiB 3 Tpynu pU3UKY, SKI IUIAHYIOTh CTaTh OaThbKaMm, Ha
TCHETHYHE KOHCYJIbTYBaHHS.

2) JiarHocTuka
IToJ10:keHHS IPOTOKOTY

JliarHOCTUYH1 3aXOJU CHPSMOBaHI HA BUSBJICHHS Yy MAIIEHTIB MiABUIICHOI
CXHJIBHOCTI JI0 KPOBOTEY 3 YpaKCHHSIM OpTraHiB-MillICHEH.
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VIMoBipHiCTh  jiarHO3y 36iNbIoyeThCs, SKIIO CXOXKI CHMITOMH (360
BCTAHOBJICHUHM [1arHO3) MaJIM POJWYl YOJIOBIWOiI cTaTi 1o JiHIi matepii. s
BCTAHOBJICHHS KJIIHIYHOTO JiarH03y reModi1ii TakuX MaiieHTiB HEOOX1JHO CKepyBaTH
Ha KOHCYJIbTAIII0 JI0 JTiKaps-reMaToJsiora / JJikaps reMaTojiora JUTS4oro.

Jlikapi, 110 HAAAIOTh NMEPBUHHY MEAUYHY JOTIOMOTY, JIIKapl TepaneBTH, JiKapi
neIlaTpy MOBUHHI 3aII03PHUTH Y TalieHTa reModuno A yu B y BUnajaky HasBHOCTI
aHOMAJIbHUX KpPOBOTEY TE€MAaTOMHOIO THIYy 3 YacTHUM YpPaXXEHHSM CYIJIOO0IB
(peuuauByIOUl TeMapTpo3u) 31e01IbIION0 Y TMAaIll€HTIB 4YOJIOBIYOI CTaTi, fAKl
MOYMHAIOTh TPOSBIATHCS Y Billl, KOJIU AUTHHA MOYMHAE AKTHBHO pyxXaTHCs, abo
KPOBOBWJIMBAMHU BiJpa3y MiCIs HApOPKEHHA (NpH THKKUX (opMax XBopoOu). Y
BUMAAKY Jermoi (GopMH XBOPOOM JaHI CHMIITOMH MOXYTh 3 SBIATHCH Yy HiTEH
CTapIIMX BIKOBUX TPYI YU JOPOCIHUX.

OO0rpyHTyBaHHA

O06uAB1 XBOPOOH XapaKTEPU3YIOTHCS MOJAOBKEHHIM aKTUBOBAHOTO YaCTKOBOTO
TpoMmOorutactuHoBoro 4vacy (mami - AYTY). Ilpore, momomxkenns AUTY He €
crenupiYHUM BUKIIOUHO JJisi reModutii (MoxiuBe npu XxBopoOi ¢hoH Bimnebpanna
(maii - XB), nedinuti paxropis XI, XII, mpekanikpeiny ab0 BHCOKOMOJIEKYJIIPHOTO
KIHIHOTEHY, @ TaKOK BHACIIOK 3aCTOCYBaHHS T'€IIApUHY Ta 3a HASIBHOCT1 BOBYAKOBOTO
AHTHUKOATyJISHTY).

Busznauenns akruBHocti FVIII y mmasmi kpoBi go3Boiise audepeHIiitoBaTu
remModuito A i reModiro B Ta BCTaHOBUTH CTYIIHB TSXKKOCTI remodinii. [larienTam
3 HU3bKOI akTuBHICTIO FVIIl moka3zane Bu3HaueHHS akTUBHOCTI (aktopa ¢doH
Bimneopanna (mani - VWF) st mudepenmiitaoi giarnoctuku 3 X¢B.

VY XKIHOK-HOCIIB MOJIMBI CUMIITOMHU 32 YMOBH HU3bKUX (PEHOTHIIOBUX PIBHIB
FVII (<50 MO/mt). 3a3Buuaii, e aHoMajibHi KPOBOTEUI IiC/Isl TpaBMHU 200 METUIHHUX
BTpYy4YaHb, a TaKOX MpoOJjeMu crneuu@iuni uisl KIHOK — MEHoparisi, TUCMEHOpes,
MICIISIMOIOrOBa KpoBOTeua ab0 aHOMallbHA KpPOBOTEYA Y MEPHUMEHOMNAY3aIbHOMY
nepiojii. Y Takux piIKICHUX BUIIAJKAX JKIHKA MOYKE MATH JIETKY, ITOMIpHY a00 HaBiTh
TSOKKY Gopmy remodinii A. Y moneit 3 TokkumMu popmamu reModisiii A BUHUKAIOTh
CIIOHTAHHI KPOBOBUWJIMBH, SIKI MOXKYTh OyTH HEOE3MEYHUMH Ta CTAHOBUTH 3arpo3y s
JKUTTS 10 KIACH(]PIKYyIOTHCS BIAMOBIIHO 10 TAOIMIN 2, HaBeACHOT y MyHKTI 1 po3ainy
IV nporo YKIIM/JI. Ilporienypa niarHOCTUKY Ta MPUHIUIN JIIKYBaHHS Y JKIHOK, TaKi
XK SIK Y YOJIOBIKIB.

HeoOxiani aii

O00B’s13K0BI

Kininiuauid ornisa mnaunieHTa BKIIO4Yae: 30ip ckapr (aHOMalibHI KpOBOTEHI,
HAJMIpHI 1 HAATO TpUBaJIl KPOBOTEYl MICIS TPaBM YW MEIUYHUX BTPy4YaHb, MOSBA
CUHIIB 200 reMaToOM HEMNpONOopIiiHa 10 TPaBMaTUYHOIO BIUIMBY a00 HaBiTh 0e€3
OYEBMJIHOT MPUYUHHU, TUIIOBA JIOKaJi3allisli KPOBOBUJIMBIB (CyraoOu, M’si3u, M SKi
TKaHUHM ), IEPEBAXKHE YPAXKEHHA 0C10 YOI0BIYOi CTaT1) Ta AETAIBHOIO IEPCOHATIBLHOTO
Ta CIMEHHOTO aHaMHE3y MaIlieHTa BIAMOBIIHO N0 Moaatka 3 g0 1poro YKIIMJI;
Gbi3ukanbHe 00CTEKCHHS TAIlIEHTA IS BUSBIICHHS TUIIOBUX O3HAK TreModiii A



11

JlabopaTopHi JOCITIKEHHS BKIIOYAIOTh: 3araJIbHUNA aHaJli3 KPoBi 3 (hopMyIioro,
BU3HAYCHHS MNPOTpoMOiHOBOro uacy (mami - I1Y), BU3HAYCHHS AaKTHBOBAHOTO
4aCTKOBOT'O TPOMOOIIIIaCTUHOBOTO yacy (mani - AUTY).

[HCTpyMeHTaIbHI 00CTEKEHHS y BUMAKY MEPBUHHOTO 3BEPHEHHS 31 CKapraMu
Ha 0oy Ta pO3MUpaHHA Yy CymioOi (I J1arHOCTUKH PaHHBOTO TeMapTpo3y)
BKJTIOYAIOTh: YJIBTpPa3ByKoBe mociimkeHHs (nami — Y3/]) cyrmoba, pentreHorpadiro
cyrioba.

CkepyBaTu MaifieHTa 3 MijJI03poro Ha reModiaito A un B Ha KOHCyJbTaIlio 10
JiKapsi-reMaToJiora / IiKaps-reMarosiora JUTsdoro.

3) JlikyBaHHs

IToJ10:keHHSA IPOTOKOTY

JlabopaTopHe, reHeTH4HE Ta (P13UKaJIbHE 00CTEKEHHS, BCTAHOBJIEHHS JI1arHO3y
Ta migdip ePEeKTUBHOrO JIKYBAaHHS MAIll€HTaM 3 reMOQLIIEI0 MPOBOIUTHCA JIKAPEM
reMaToJIoroM, JiKapeM remMarosioroM JuTsuuM y 303 110 HaJaroTh Cleliaai3oBaHy
MEJUYHY JOTIOMOTY TalllEHTaM 3 TeMO(1ITI€TO.

Jlikap 3arajibHO1 MPAKTHUKW — CIMEHHUU JIIKap CHUMIITOMATHUYHE JIKyBaHHS,
31ACHIOBATH KOHTPOJIb BUKOHAHHS MPU3HAYEHOI'O JIKapeM-reMaTosIoroM / JiKapem
reMaToJIOTOM JUTSIYHUM JIIKYBaHHSI.

OO0rpyHTyBaHHA

JloBeieHo, 1110 MPaBWIBHO MiAlOpaHa CynyTHsS MEIMKaMEHTO3Ha Teparis Ta
KOpeKIisi ¢akropiB pusuky (mami - ®P) mokpamnytoTh JOBrOCTPOKOBUH MPOTHO3 Y
MaIi€HTIB 3 reMoPii€ero.

JIist TiKyBaHHS MALIEHTA 3 TeMOQUIIEID 3aCTOCOBYIOTHCS MEIUKAMEHTO3HI Ta
HEMEJIMKAMEHTO3H1 3aco0M 3 METOK JOCSTHEHHS MAaKCHMAalbHOTO 3HHUKECHHS
CyMapHOTO PU3UKY PO3BUTKY YCKJIaJaHEHb TeModiii 3 6oky OPA, 1HIIUX OpraHiB Ta
CUCTEM Ta €(PEKTUBHOTO JIIKYBAaHHS CYMyTHIX KJIIHIYHUX CTaHIB.

HeoOxinHni aii

O00B’s13K0BI:

HaBuanHs maiieHTa 11010 OCOOJMBOCTEW Tepediry 3axBOPIOBAHHSA,
HEOOX1THOCT1 YITKOrO JOTPMMAaHHS NMPU3HAYCHOTO JIIKYBaHHS, IOJI0 TMOTEHINIHHUX
MOOIYHUX NI TPU3HAYEHUX MTPENapaTiB Ta MOKIMBHUX B3a€EMOJIIH JIIKAPCHKUX 3aCO0IB.

HemenukameHTO3HI1 METOIN JTIKyBaHHS nepeadoavyaroTh HaJaHHI
pexomeHaaIii moao kopekiii HasBHUX OP ta moaudikali cnocody KUTTS.

MenukaMeHTO3He JIIKYBaHHS CYNYTHIX Ta KOMOpPOIJHUX 3aXBOPIOBAHb
MPOBOJUTHCSA 3T1IHO 3 YUHHUMU TFaTy3€BUMU CTaHIApTaMH y cpepi OXOpPOHH 3710POB .

Crnig yHWUKAaTH TPU3HAYCHHS. HECTEPOIMHUX TMPOTHU3AMAIBHUX IpenapariB
(mauti - HIT33), (3a BUHATKOM CEJIEKTUBHUX 1HTI0ITOPIB IuKiI00KcureHasu-2 (L[OI'-2)),
aHTUArpEraHTiB, AaHTUKOATYJISHTIB Ta 3/11IICHEHHS! BHYTPIIIHBOM *SI30BHX 1H €KIIIH.

VY BUMagKy HEMOXJIMBOCTI MOHITOPHHTY CTaHy MallleHTa a0 MiJ03pH ILI0JI0
BUHUKHEHHS KpOBOTEYl TMAalll€HT rocmitaiidyerbes a0 303, 1mo HaaawTh
creliali30BaHy MEIUYHY AOMOMOTrY Mall€eHTaM 3 reMOQII€0.
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VY KpUTHYHUX CUTYAIISX TAII€HTH 3 TeMO(UTIEI0 HATTPABISIOTHCS 0 BiI1JICHD
iHTeHcuBHO1 Tepanii (nani - BIT) aiis HagaHHS eKCTpeHO1 MeAUYHOT TOTTIOMOTH.

ba:xkamni:

Hanmatu nmamienty posapykoBanuid smct «llam’sitka it maiieHrta
(6aThKIB/OMIKYHIB IUTHHH) 3 TeMOMIIEI0 A Ta HOCIS», IO PO3MIIICHUHN y JOAaTKy 7
1o uporo YKIIM/I.

JI3T" Ta uneHu IXHIX POJIMH/OMIKYHU MOBUHHI OTPUMYBATH HaJIe)KHE HAaBYaAHHS
II0JI0 YCIX acIeKTiB JOMOMOTH mpu TeModulii, 30kpema, 1oa0 MpPoQiIakTUKUA Ta
JIKyBaHHS KPOBOTEY Ta MOPYIICHHS POOOTH OMOPHO-PYXOBOTO amapary, a TaKOoxX
CTOCOBHO OCHOBHUX HaBUYOK CAMOCTIHHOTO HaJaHHS JOTIOMOTH, B TOMY YHCJI MO0
pO3Mi3HaBaHHS KPOBOTEUI, CAMOCTIMHOTO JIIKyBaHHS, BEICHHS MEIUYHHUX 3aIlHCIB,
JOTJISITY 3a 3y0aMu Ta yIpaBIliHHS PU3UKAMU.

4) IlopaJsbiie coCTEPeKEeHHS

IToJ10:keHHA IPOTOKOTY

[TocTiliHe crmocTepeKeHHsT MPOBOJIUTHCA YCIM TAaIlleHTaM 3 reModiiielo a
OCOOJIMBO TMalliEHTaM 3 YCKJIAJHEHUM IepediroM s 3abe3nedeHHs: mpodiiakTUKU
yckiaaHeHb. [IpoBeneHHs crioctepexeHHs nmoTpedye TicHOi criBmparil Jikapis 303,
10 HAJAIOTh MEPBUHHY Ta CIEIialli30BaHy MEIUYHY JOMOMOTY, a TaKOX JIKapiB
IeMaToJIOTIB JUTAYMX Ta JIIKapiB TeéMaToJIOTIB, SK1 JIKYIOTh JOPOCIUX IMAIIEHTIB IS
3a0€3MeUeHHs HACTYITHOCTI Y JIIKYBaHHI.

Jlikap 3aranbHOi MPAKTUKU-CIMEMHUN JIIKAp CHpPHUS€ BUKOHAHHIO MALIIEHTOM
pexoMeHaanii ¢axiBLIB Ta MPOBOJUTH MOHITOPUHI CTaHy JUIsl MOMEPEIKEHHs a0o
3ano0iraHHs MPOrpecyBaHHS YCKIIAHEHb.

OO0rpyHTyBaHHA

JIoCSITHEHHSI Ta MIATPUMKA LIUJIBOBOTO PIBHS (DAKTOpIB KOAryJsslli BUMAarae
MOCTIHOTO JTIKAPCHKOTO CIIOCTEPEKEHHS 3 PETYSIPHUM KOHTPOJIEM BUKOHAHHS
Mali€HTOM peKOMeHAAIld 1010 JIIKyBaHHS, HEOOXITHOI KOpEKIii JIIKyBaHHS (3a
HEOOXITHOCTI), JOTpUMaHHS rpadika HEoOXITHUX oOcTexkeHb Ta Kopekiii OP y
MaIIE€HTIB 3 reModimiero.

BaxxnuBe 3HaueHHSI Ma€ MOHITOPHUHT Ta JIIKyBaHHS CYMyTHIX KJIIHIYHUX CTaHIB:
CepIICBO-CYIMHHUX 3axBoproBab (mami - CC3), mykpoBoro miadberu (mam — I1JT),
apTpomnarii, TOIlo.

HeoOxinni aii

O00B’s13K0BI

[InaHoBi1 006CTEXKEHHS MPOBOJATHLCS JIJIsL TOPOCIIMX MAIlIEHTIB 3 TeModiieo A
- 1 pa3 Ha pik Ta ABiYl Ha piKk (KOXHI 6 MICALIB) - JUIsl AITeH Ta BKIIIOYAIOThH
OLIIHIOBAHHSI. T€MAaTOJIOTIYHMX MOKa3HUKIB  (1abopaTopHi oOCTexeHH:); (YHKIII
OTIOPHO-PYXOBOI'0 amapary BIAMOBIAHO a0 jgoaatky 6 nmo mwporo YKIIMJI, 3a
HEOOX1THOCTI - 13 3aCTOCYBaHHSIM 1HCTPYMEHTAJIIbHUX METOJIIB JOCIIIIKCHHS; SKOCTI
KHUTTH.

3a HasgBHOCTI CYNyTHIX 3aXBOPIOBaHb Ta iX YCKJIAJIHEHb CIIOCTEPEKECHHS Ta
JIKyBaHHSI TAII€HTIB MPOBOJUTHCS 3TITHO 3 BIAMOBIIHUMH YWHHUMHU Tally3€BUMHU
cTaHaapTaMu y cepi OXOpOHH 37J0pOB’SI.
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Ha ycix eramax cmnocTepexeHHs HEOOXITHO MIATPUMYBATH MOTHBALIIO
MaIIE€HTIB 010 JOTPUMAHHS PEKUMY CAMOCTIMHOT PO IIAKTUIHOT 3aMICHOT Tepariii,
JOTPUMaHHI 3aX0fiB 3 Moaudikaiii crmoco0y KHUTTA; 3a HEOOXITHOCTI MPOBOJIUTH
KOPEKIIiI0 IPU3HAYCHb.

2. CneniaJrizoBana MeIu4Ha J0IIOMOra
1) TIlomepemkeHHs reMo@igii A Ha MpeHATAILHOMY eTami

IToJ10:keHHS IPOTOKOTY

[TonepemxeHHs: HAPOIKEHHS ATl 3 reMo(iIi€l0 A MOKIIMBE JIUIIIE 32 YMOBH
IOPOBEJCHHS  MEIUKO-TEHETUYHOTO  KOHCYJIBTYBAaHHS 3  TNPEKOHIEMIIIIHOI0
MIJITOTOBKOIO 200 MpeHaTaIbHOIO IIarHOCTUKOIO Y CiM’SIX BUCOKOTO PU3HUKY (HOCII Ta
ocobu 3 remodiiiero A).

[IpoBeneHHSI T€HETUYHOI KOHCYJbTAlLli CIiJ IPOMOHYBAaTH OOJIraTHUM Ta
MOTEHIITHUM HOCISIM, KOJIM BOHU BXKE JOCHUTh JOPOCHi, 100 3pO3YyMITH HACIHIJIKH
BCTAHOBJICHHS JA1arHO3y Ta MOKYTb JJaTH 3rOJy Ha MPOBEACHHS JOCIIIKEHHS.

OO0rpyHTyBaHHS

['enernyHa aiarHocTUka reMo(uIli Mae Ba)KIMBE 3HAYEHHS JUIl BU3HAYCHHS
Olojorii  3aXBOPIOBAHHS, BCTAHOBJIEHHS JIarHO3y Yy CKJIQJHUX  BUIAJKaX,
IIPOTHO3YBaHHSI PU3HMKY PO3BUTKY 1HTI0ITOPIB, BUSBJICHHS KIHOK-HOCIIB Ta HaJlaHHA
MpEHaTabHOI IarHOCTUKUA 3a OakaHHSM. ['€HeTH4yHe IOCHIIKEHHS HE 3aBXKIU
JO3BOJISIE BUSIBUTH BaplaHT MyTallil, ska 3yMoBIIO€ neBHUM ¢enotun. Ilix dgac
TeHETUYHOTO KOHCYJIBTYBaHHS JIIOJWHU 3 TeMO(DiTi€l0, HAMpaBiIeHOI HA TEHETUYHE
TECTyBaHHs, HEOOX1THO 3aBXKIH MiAKPECIIOBATH TAKy MOKIIUBICTb.

[lepen HampaBieHHSM Ha TEHETHYHE OCIIHKCHHS MPOBOAUTHCS TCHETUYHE
KOHCYJIbTYBAaHHS JUIsl IKOTO PEKOMEH]I0BAHO 310paTu JAEeTaIbHUNA CIMEHHUN aHAMHE3,
npoBecTd (EHOTUNOBUI CKpuHIHT Ha piBeHb FVIII, Ha aHTuUreH Ta BU3HAYCHHS
aktuBHOCTI VWEF, 1110 TIoJIerIye B moganbIioMy 1HTEPIIPETAIii0 PE3yIbTaTIB.

[lin yac reHEeTHYHOrOo KOHCYJbTYBAaHHS MAI[I€EHTH MOBHUHHI TaKOX OTPUMATH
iHpopMariiro Ta Mopaau IOJI0 MPEHATAIBHOI JIarHOCTHKU, BEJACHHS BariTHOCTI Ta
MOJIOTIB y HOCIiB reMoiii.

[Tpu6nu3no 0,6% marieHTiB 13 TSHKKOO hopmoro remodinii A ta 2,9% maifieHTiB
13 momMipHOI0 abo Jerkor Gopmoro reModinii A HE MaTUMYTh 1I€HTU(PIKOBAHOTO
renetnyHoro Bapianty B JJHK rena F8 mpu 3acTocyBaHH1 Cy4yacHUX M1arHOCTUYHHMX
METO/IIB, 5IKI OXOIUTIOIOTH BCl KOJIyIOYl Ta peryisiTopHi obnacti F8, ane He rimboki
IHTPOHH1 TTOCJIiJOBHOCTI.

AHami3 TeHOTUIy CIiJ MPOMOHYBATH YCIM JIOASM 13 O3HaKaMHU MOPYIICHHS
remocTtasy (mpoOaHu) Ta YjeHaM IXHIX POJIMH, 5Kl epeOyBaloTh y TPyl PU3HUKY.

HeoOxiani aii

O00B’A3KOBI:

Busnsatu oci0 3 BUCOKMM pU3HKOM (TTpoOaH 1, 00IIraTHI Ta MOTEHIIHHI HOCIT)
Ta 3a0e3MeYUTH iM TMOCTIIHE CIIOCTEPEKEHHsI, KOHCYJIbTYBaHHS Ta CIHELiali30BaHy
MEAUYHY TOTIOMOTY.
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[IpomonyBaTH MPOBOAWTH TEHETHYHE KOHCYJIbTYBaHHS 0CO0aM BHCOKOTO
PHU3HKY 3 00TrOBOPEHHSIM MUTaHb TUIAHYBAHHSI CIM 1, IIOJI0 PILIEHHS HAPOJUTH TUTUHY
Ta MOKJIMBUX YCKJIaJHEHb.

[IpononyBaTt mnpoOaHAaM Ta HOCISIM TEHETUYHE IOCIIKCHHS 3 YiTKUM
MOSICHEHHSIM TIPOLEAYpHU TECTYBaHHs, NepeBar 1 OOMEXEeHb TeCTy, MOMKIJIMBHUX
HACJIIJIKIB pe3yJIbTaTIB AOCIIKEHHS BIMOBIIHO /10 iHGOopMaIllii, HaBeICHOI y T0AaTKy
I no uporo YKIIM/]

ba:xamni:

[IpomonyBaTu MpeHaTagbHy J1arHOCTHKY IIJISTXOM 3a00py BOPCUH XOpioHa abo
aMHIOIICHTE3Y ISl POJWH, SKI XOUyTh OyTH TOTOBHMH JI0 HAPOJDKEHHS IUTUHU 3
reMo(isiero ab0 MPUIMUHUTY BariTHICTh y BUIMAKY HasBHOCTI reMoisii y miofa.

[IporonyBaTu mepeaiMIUIaHTAIlIiHY T€HETUYHY A1arHOCTUKY MiATBEPIKEHUM
HOCisM BapiaHTy F8 3 meToro Bimbopy emOpioHa, IKUi HE TIPHU3BEE 10 HAPOHKESHHS
XJIOMYHUKa 3 reModimiero A.

2) JliarHocTHKA

IToJ10:KeHHS IPOTOKOTY

HiarHo3 reModinmis A BCTAHOBJIIOETHCS JIIKAPEM-TEMATOJIOroM / JiKapeM-
rematojioroM nuTauuM y 303, Mo Hajgae Creuiagi3oBaHy MEAUYHY JOTOMOTY
naiieHTam 3 reMo(pii€ro, Ha MiACTaBl TAOBUX KJITHIYHUX CUMIITOMIB Ta O3HAK, JAHUX
MEePCOHATIBLHOTO W POAMHHOTO aHaMHe3y, JabOpaTOPHOTO MAOCIHIJKEHHS, SKUN
NIATBEPAKYE MOPYLWIEHHST Koaryisuii, Ta 3HmkeHHs aktuBHOCTI FVIII B xpoBi <40
MO/n.

'eneTnyHa JlarHOCTMKA BaKJIWBAa MJi1 BU3HAUYECHHS O1l0Jiorii XBOpoOM Ta
BCTAHOBJICHHS JIarHO3y y TSDKKHX BHITQJIKaX, JUISl MPOTHO3YBAHHS PU3HKY ITOSBH
1HT101TOP1B, BUABJICHHS KIHOK-HOCIIB.

Bcranosnenns mgiarHody remodimist A mepen0Oadae BHU3HAYCHHS CTYIECHS
TSDKKOCTI 3aXBOPIOBAHHS Ta BUSIBIICHHS MOXJIMBUX YCKIaAHEHBb TeModimii A.

JliarHOCTHYH1 3aX0Ju TepeadadaroTh MPOBEACHHS CKPUHIHTY Ha 1HT10ITOpH Y
BIJIMOBITHUX TPYIIaxX PU3MUKY, OIIHKY cTany 1 pyHKIiT OPA, ckpuHiHT Ha 1HEKIII1, 1110
MePEIA0ThCS Yepe3 MEePeIMBaHHs MpEenapaTiB KPOBi, 3 METOI0 PAaHHHOTO BUSBIICHHS
TUTIOBUX YCKJIaIHEHb reModiii A.

OO0rpyHTyBaHHA

3a HaASBHOCTI THUIOBUX CHMNOTOMIB reModiiii (TpuBajl CHOHTaHHI Ta/a0o
TpaBMaTU4YHI KPOBOBWJIMBH, HAWYACTIIIE B OMOPHO-PYXOBUM amapar, IMepeBa)KHO
BHYTPIIIHHOCYTJIOOOB1 ~ KPOBOBUJIMBM Yy  BEJIMKI CHHOBIaJbHI  Cyrjioom —
TOMIJIKOBOCTOITHI, KOJIIHHI Ta JIIKThOBI1, YaCTO B IJICYOBI, TPOMEHEBO-3aIl ICTKOB1 Ta
KYJbIIOBI Cyrji0o0M; reMoQiIiuHI KpOBOTEYl TAKOXK YaCTO TPAIUISIIOTECA y M'A3H 1
CJIM30B1 OOOJIOHKH, PifIIe — B 1HIII M'SIKI TKAHUHH, TOJJOBHUM MO30K Ta BHYTPIIIHI
OpraHv) Ta aHAMHECTHYHUX JIaHUX MPOBOJUTHCS JTa0OpPATOPHUN CKPHUHIHT, SIKAN
MATBEPKYE TOPYIICHHS KOATYJISIIIT Ta BUKIIIOYA€E TeMOpariydi po3Jiaau, MoB’a3aHi 3
naToJyioriero TpomOoruTiB. Bepudikamis miarHo3dy remodinii A Ta BCTaHOBIICHHS
CTYIICHsI TSDKKOCTI XBOopoOu Bumarae BuszHaueHHs piBHsA FVIII B xpoBi 3a ymoBH
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BUKIIIOUEHHS PIAKICHUX TeMOpariyHuxX po3JadiB, fKI MOXYTh acoIloBaTuCA 13
samkeHHsIM FVIII (manpuxmnan, X¢dB tun 2 N ta tun 3). 3a MOXIMBOCTI IPOBOIUTHCS
TreHEeTUYHE JOCIKCHHS Ipo0aH/1a 3 HACTYITHUM OOCTEKEHHSIM HOCIiB.

CKpuHIHI Ta aHami3d Ha 1HTIOITOpU, SKI B JaHUW Yac € HalCepHOo3HINIUM
YCKIAAHEHHSIM TreMoQulii, € >XUTTEBO BAXKIUBUM A OyAb-SKOi KOMIUIEKCHOT
MIporpaMH JIIKyBaHHS reMo(iii, ika € OCHOBOIO MEIMYHOTIO JIIKYBaHHS Ta eTiMIHAIl]
iHT101TOpiB. OKpiM TUIaHOBUX TecTiB mia 4ac mnpodimaktuku KDK, Bu3HaueHHS
1HTI0ITOPIB MOKa3aHe y BUIAJKaX, 3a3HaueHMX y Taomuii 4, poszautry |V 1poro
YKIIM/I.

['eHeTnuHa JmiarHOCTHKA BaXKJIMBa IS BHU3HA4YCHHS O1o0J0Tii XBOpOOM Ta
BCTAHOBJICHHS JIarHO3Y y TSDKKUX BHITQJIKaX, JJIS MPOTHO3YBAHHS PHU3HUKY TOSBU
1HT101TOPIB, BUABIIEHHS KIHOK-HOCI1B.

HeooOxiani aii

O0o0B’s13K0BI

KimiuaiyHuii orssia nmamicHTa BKJIIOYac:

301p CKapr Ta JeTalbHOTO MEPCOHAIBHOIO Ta CIMEMHOTO aHAMHE3Y Malli€HTa;

NpoOBeeHHS (DI3UKAIBHOTO OOCTEXKEHHSI JIsi BHUSBICHHS THUIIOBUX O3HAK
remodumii A 3 0COONMBUM akIEeHTOM Ha cTaH Ta ¢yHkuilo OPA, MoximuBuX
YCKJIaJIHEHb BIJIMOBIIHO 110 J0JaTKy 4 10 mboro YKIIM/I.

JlabopaTopHe 00CTEKEHHS BKIIIOYAE:

3araJpHUM  aHajmi3 KpoBl 3 (opmylior0 I BUSBICHHS aHeMii Ta
TPOMOOIIUTONEHI;

aHaii3 GyHKI1 TPOMOOLUTIB (arperomMerpis);

koarynorpama (IT4, AYTY);

TECTU ISl OUIHKM (YHKLII MediHKW (aKTHUBHICTh TpaHCaMiHa3, OimipyOiH,
anbOyMIH) Ta HUPOK (CEYOBUHA, KPEAaTUHIH, IBUIKICTh KITyOOUKOBOT (LIbTpallii);

BU3HaueHHs akTuBHOCTI FVIII y mmasmi kpoBi; mikoBuil piBeHb (hakTopa Ciif
BuMiproBatu depe3 15-30 xBunuH micas iHGY31i, M00 NEpeBIpUTH MPABUIBHICTD
po3paxoBaHoi go3u. [lepiog HamiBBUBEACHHS 3 IUIa3MU MOKHA BU3HAUUTH 34
nornomororo nmoBHoro ®K-ananizy (10-11 3pa3kiB kpoBi, BiiOpanux npotsirom 32—-96
rojinH), abo 3a OOMEXKEHOI KUIBKICTIO Mpo0 y MO€AHaHHI 3 OLIHKaMU Ha OCHOBI
nonyssiiiHoi OK, 32 HEMOXKIMBOCTI — KOPEKIIIHHI JOCIIKEHHS 3 ITyJIOM HOPMaJIbHO1
mwiazmu (pami - [THIT) Ta FVII-gedinutHoro 1mra3moro. OcoOIMBOCTI MPOBEACHHS
JOCITIKEHHS 3a3HaueHo y myHKTi 2 po3ainy IV nuporo YKIIM/I;

KUIbKiICHE BU3HaueHHsa TuTpy iHriditopa FVIII 3 Bukopucranusm Helimeren-
Moau(dikoBaHOTO aHai3y bere3na mokaszaHe y BUNAJKaX, 3a3HauYCHHUX y Tabaui 4
poznuty |V uporo YKIIM/I, 115 maifieHTIB 3 HEIIOAABHO JIIarHOCTOBAHO TeMO]IIIEI0
A koxHI 6-12 wMicsliB, Ta NMPU BUHUKHEHHI KOKHOTO €Mi304y KPOBOTEYi, SKIIO
NPOBOJAUTHCA MpodiIakTUYHE JiKyBaHHS KoHueHTpatroM FVIII, Hamani wmiopoky,
JI0JIATKOBO 3a HAsIBHOCTI MOKa3aHb. Y BUMAJKY Tepanii He(pakTOpHUMHU MpenapaTami,
pytunanii MmoHiTopuHr piBHsa FVIII He moka3anwmii;

CKPUHIHT 1H(EKIIH, sIKI TepeaaroThCs Yepe3 MEepelMBaHHs MpernapaTiB KpoBi
(mapkepu BipycHux rematutiB B 1 C, BIJI) mepen mnikyBaHHSM, B TOJAJIbIIOMY
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NEePIOANYHO AJISl MAIIEHTIB, SIKI OTPUMYIOTH Mi1a3MoBi koHueHtpatu FVIII abo ixmm
npenapaTu Kposi.

Bu3HaueHHss AYUTY a6o akrtuBHocti FVIII y nynoBuHHIN KpoBI ycCix
HOBOHAPO/KCHUX XJIOMMYUKIB BiJl MaTepiB-HOCIIB (IIATBEPKEHUX a00 MOTEHIIIHUX)
JUISL TIarHOCTHKU TeMO(UITIT; SKITO Mpu nepiiomy anaiizi nokasuuk FVIII 3naxonuBcs
y HHKHIM MEXI Jlalla30Hy HOPMU IIPOBECTH MTOBTOPHUM aHaI3 Yy Billl 6 MICSIIIB.

[HCTpyMEHTanbHI METOIU OOCTEKEHHS:

Bi3yasli3alliiHl JAOCTIPKEHHS [T OLIHKM cTyneHsi ypaxkeHb OPA (Ha paHHIX
CTalisx Ta y aiteit - Y31, MaraiTHO-pe3oHaHCcHY ToMorpadiro (aini — MPT); Ha mi3HiX
cTaliax reMo(iIigHOI apTponaTii — peHTreHorpadis cyrio6iB, BiAMOBIAHO 10 JOAATKY
6 no poro YKIIM/I;

Bi3yati3aliifHi METOAM 3a MiJ03pU Ha KPOBOBWJIMB 3aJIC)KHO BiJ JOKaJi3allii:
HelipocoHorpadis, komm’rorepHy Tomorpadiro (mami — KT) / MPT Mo3ky;
yinbTpaconorpadis, KT / MPT depeBHOi MOpPOXHUHH, 3a0YEPEBUHHOTO IPOCTOPY
BIIMOBIHO 10 70AaTKy 4 110 11soro Y KIIMJI;

(b16poracTo/1yoIEHOCKOIIIS B YCIX BUIAJKAX MUTYHKOBO-KHUIIIKOBOI KPOBOTEYI.

Koncynprariii nikapis: o¢TaibsMoIIora, OTOJIAPUHTOIOTa, CTOMATOJIOra, X1pypra,
opTorea, TpaBMaToJIora, THEKOJIOTa, 3aJIEKHO BIJ] KIIIHIYHUX MPOSBIB Ta YCKJIAIHEHb
remoiii.

Bba:kani

I'eneTnyHe JOCHIIKEHHS:

y mnpobaHaa: TEHOTUITYBaHHS 11 BHU3HAYCHHS OCHOBHOTO T€HETHYHOTO
BaplaHTy Ta OI[IHKM TJIMOWHU TSXKKOCTI (DEHOTUIY; Mepen0ayeHHs] pU3UKY IMOSBU
1HT101TOpa; TependadeHHs BIJAMOBiIAI Ha 1HAYKIIIO IMYHHOI TOJICPAHTHOCTI,
BU3HAYEHHSI JOCTYITHOCTI METO1B MaHIIMyJISI1d TeHaMHu BIAMOBIIHO 70 A0jAaTKy 1 1o
uporo YKIIMJI;

y 0€3CMMNTOMHHMX HOCIIB Ta KIHOK 3 HU3bKUM (heHoTurnoBuM piBHeM FVIII:
TCHOTUITYBAaHHS ISl BU3HAYEHHS HAsABHOCTI TEHETHMYHOro BapiaHTa y TeHi F8;
JOCIIIJIKEHHSI TEHETUYHOI / eMIreHeTUYHOI OCHOBH (DeHOTHUIly, MpeHaTaabHa
IarHOCTHKA IT1J Yac BariTHOCTI.

3) IHpodinakTuuna Tepamisi mpu remodimii A

ITos107KeHHA POTOKOIY

[IpodinaktuyHa Tepanis npu reModiiaii po3pi3HAETHCSA 32 YacOM 1HIIawii Ta
MOJISITA€ Y PEryJipHOMY BBEJICHHI TEpaneBTUYHUX NpenapariB (MIa3MaTUYHUX abo
pekoMOiHanTHUX K®K), cnpsmMoBaHMX Ha MIATPUMKY TIE€MOCTa3y 3 METOI0
3ano0iraHHsl KpOBOTEYaM, OCOOJIMBO KPOBOBWJIMBAM Yy CYTJI00H, 110 MPU3BOIATH 10
apTponarii Ta IHBaIIAHOCTI. YCl peXMMU NPOPUIAKTUYHOI Tepamii 3a0e3neuyroTh
3HAYHI [TepeBaru MOPIBHIHO 3 €Mi30AMYHOIO 3aMiCHOIO TEPAIIELO.

[Ipodinaktuyna Ttepamist Temodimii, MOJAIBIINNA PETYISAPHUN KOHTPOJb
BIJIMIOBI/II HA JIIKYBaHHsI, KOPEKIIisl Teparii 3a He0OXiTHOCTI, 3iHcHI0eThCs B 3073, 1110
HAJAI0Th CTIELIaTI30BaHy MEIUYHY JIONOMOTY MallleHTaM 3 reMO]1iTi€lo.
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[Tamientam / OarbkaM / ONIKYHaM TAIlI€EHTIB HATAEThCSA PO3’ICHIOBAIbHA
1H(opMalris 110,10 HeOOX1THOCTI MPODUTAKTUYHOT Teparii Ta BaXXJIMBOCTI ii MOCTIMHOT
MIITPUMKH.

OO0rpyHTyBaHHS

JloBeneHo, 1110 po3rnoyara Ha IOYaTKy KUTTS MpoduIakTiyHa Teparis (y BiIli 10
3 pokiB, OakaHO J0 BUHHUKHEHHS MEPIIOro KPOBOBWUJIMBY) BHUCOKHMMHU M cepeqHIMU
J03aMH TIa3MaTUIHUX ab6o pexomOiHaHTHHMX K®K 13 cranmapTHUM/TIOAOBKEHUM
nepiogom HamiBBuBeAeHHs (mami - CITH/IIIIH) aGo npenapatamu HehaKTOPHOI
3aMICHOT Teparii acOIII0E€ThCS 13 3HIKEHHSIM 4acTOTH CYTJI000BHX KpoBoTed Ha 90%
1 Olnble, cepeHIM MOKAa3HUKOM PIYHOI YacTOTH KpoBOBMIKBIB y cyrinodu (PUKC)
MeHIIe 3, 3HAYyIIUM CIOBUIBHEHHSM JIETEHEPAaTUBHUX 3MIH Yy Cyrjo0ax.
[TpodinakTrka Takoxk 3a0e3meuye 3aXUCT BiJl IHIIUX THITIB KPOBOTEY, 30KPEMa iICTOTHO
3MEHIIY€E PU3UK BHYTPITHROUEPETHUX KpOBOBMIUBIB (n1aii - BUK), siki € HaliBUIImmu
y y’K€ MaJICHbKUX JITEH.

JIOBrocTpokoBi mepeBaru MNpOQIIaKTUKH: 3HUKEHHS XPOHIYHOro 000,
GyHKIIIOHATBHUX OOMEXKEHb Ta 1HBAJIITHOCTI BHACHIAOK TOIMKOMKEHHS OPA;
3MEHIIIEHHS] TOTpeOM B  OPTONEAWYHIN  Xipyprii, HEBIIKIATHIA JOMOMO3I,
rocritajizalii Ta TPUBAJIOCTI MepeOdyBaHHsS y CTalllOHAPl; MOXIIMBICTh PETYIISIPHOTO
BIJIBIIyBaHHsI OCBITHIX, peKpealiiiHux Ta npodeciiiHuxX 3axo/1iB; MOKPAIICHHS SKOCTI
xutts JI3I.

[Ipodinaktuka nae moxuBicte JI3[T BecTH 3A0poBUI Ta aKTHMBHUUN crnociO
YKUTTSI, BKIIOYAIOYM Y4acTh y OUIBIIOCTI (PI3UMYHUX Ta COIIAIbHUX BUJIAX AISIIBHOCTI
(BAOMa, y LIKOJI1, HA poOOTI Ta B TPOMAaJIi), CIIBCTABHO 3 JIIOAMU 0€3 reModiiii.

3a HEMOXJMBOCTI 3a0e3neueHHs e(PEeKTUBHOI MNPOQPIIAKTUKU JAOLULIBHO
MIHIMI3yBaTHU MOXJIMBICTh TPaBMHU y IUTHHCTBI, HaJaJll 3/iiiCHIOBaTH BUOip npodecii
HE NOB’SI3aHUM 3 (PI3MYHUM HAaBAHTAKEHHSIM a00 PU3UKOBOIO IMOBEJIIHKOIO.

[TamieHtaM, IKi AOTPUMYIOTHCS MPU3HAYEHOTO PEXKUMY MPOPIIAKTUKH, aje
MalTh TPOPUBHI KPOBOTEUI, PEKOMEHJOBAHE TMOCUJICHHS TNPODUIAKTHKA 3
BUMIipIoBaHHAM 3anuinkoBux piBHIB FVIII. Byap-skuit namieHnrt, skl He BimoBigae
Ha ajiekBaTHy 3amicHy Tepamito FVIII, ane Taka BianoBias Oyna y MUHYJIOMY, TIEpe
M1IHOMOM 103U IIOBHHEH ITPOMTH TECT Ha 1HT101TOP.

VY mnamieHTtiB 13 remodurier0 A Ta yTPyAHEHHUM BEHO3HHM JOCTyNoM (3a
KPUTEPISIMH, HaBeICHUMHU Yy H01aTKy 8 10 mporo YKIIMJI), MoskinBe BCTAHOBJICHHS
IPHUCTPOIO IIEHTPAJIBHOrO BeHo3Horo mgoctymy (mami - TILIBJ). Yacro came
Bcra”oBieHHs [ILB/] cynpoBoKy€eThCS YCKIAAHEHHAMU i PU3UKAMHU, TTOB’ I3aHUMHU
3 xipypriunoro immianrtauiero 1B/, ToMy y maui€eHTiB 3 yTpyJAHEHHUM BEHO3HUM
JOCTYTIOM i1 TPOBEJICHHS MNPO(PUIAKTUYHOIO JIIKYBAaHHS HAJA€ThCsl TepeBara
HehaKkTOpHIK MPOodIIaKTUYHOT TepaITii 3 MIIIKIPHUM (JaJTi - 11/111) IIJISXOM BBEICHHS.

HeoOxiani aii

O00B’s13K0BI

[IpodinakTuyna Tepamist MOXe MPU3HAYATUCA Y OYIb-IKOMY BiIli, Y TOMY YHCII1
JUTSl TIAIIEHTIB 3 HASBHICTIO 1HTIOITOPIB, BIAMOBIAHO 0 MYHKTY 2, po3ainy IV Ta
nonatky 2 no uporo YKIIM/I, BaxxnmBo miarpumyBaTtu cranuii piseab FVIII B kpoBsi
Buiie 3-5 MO/m.
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[Mamientam 3 TsokkuM — peHotunom rtemodimii A (0cOOIMBO  HITIM)
PEKOMEHIYEThCS PaHHIM TOYaTOK MNPOQUIAKTUKH KOHIIGHTpatamMu (haKTopiB
koarymsauii  FVIID 13 CIIH/IIIIH aGo HedakTopHUMHU TpemnapatamMyd  JUis
npod1IaKTUIHOT Teparlii, TAKHMHU K MOHOKJIOHAJIbH1 aHTHUTIJI1a, 10 MOYaTKy YpaKeHHS
Cyrio0iB Ta, B i7ieani - 40 3 pOKiB, 3 METOIO 3al0OITaHHS CIIOHTAHHUM Ta MMPOPUBHUM
KpOBOTEYaM, BKIIFOUAIOUX T€MapTPO3H, SIKI MOKYTh IPU3BECTH J0 YPAKEHHS CYriI00iB.

JIns miUTITKIB Ta TIOPOCIIUX 3 TeMOMUIIEI0, Y IKMX € 03HAKU YPa)KeHHS CYTri00iB
1 Akl me He Oynu Ha MpoQIIAKTHINl, PEKOMEHIYEThCS PO3MOUYMHATH TPETHHHY
npoUTAKTUKY 3 METOK 3MEHIICHHS KITBKOCTI TeMapTpo3iB, CIOHTAaHHUX Ta
IPOPUBHUX KPOBOTEY Ta YIMOBIILHEHHS MPOTPeCyBaHHA reMO(UTIYHOI apTpomaTii.

[Tig yac mpodinakTuunoro mikyBanHs KoHeHTpaToM FVIII xoxHi miBpoky (3a
noTpedu — YacTiiie) Ta MNP BUHUKHEHHI KOKHOTO €Mi304y KpOBOTEYl MPOBOAUTHCS
7a00paTOpPHUN  KOHTPOJIb 1HTIOITOpIB. Y  BUNAAKY Tepamii HeQaKTOpHUMHU
npenaparamM, pyTMHHUA MoHITOpuHTr piBHS FVIII He mnokazanuil. Y Bunaaxky
BUHUKHEHHS KpPOBOTEY MPOBOJUTHCS KOPEKI[iSl PEKUMY Tepamii 3riIHO 3 MyHKTOM 3
posainy IV mporo YKIIM/] (tabmmmi 9 Ta 11).

VY Bunmaaky BiCYTHOCTI BIAMOBII HA aJileKBaTHY 3aMICHY Teparmito GakTopoM y
MaIl€HTa, SKU IEMOHCTPYBAB BIJANOBIAL Y MUHYJIOMY, MEpel MiJBUIICHHIM 03U
MPOBOJIUTHLCS TECT Ha 1HT101TOP.

[lepen npusnayeHHsM npodinaktuyHoro ygikyBaHHa K®OK FVII, HeobxinHo
BpaxyBaTH KJIiHIYHI OCOOJIMBOCTI TMAaIli€eHTa, HABEICHI Y MyHKTI 2 po3ainy IV mporo
YKIIM/J (Tabmuus 6), Ta BU3HaA4UMTH: BUXIIHY akTuBHICTH FVIII (He panime, HiX
yepe3 72 roAMHM MICHsl OCTAHHBOIO BBEJICHHS MJIa3MaTUYHOTO a00 PEKOMOIHAHTHOTO
K®K FVIII i3 CITH/TIITH); piBens BigHosneHHs (piBens FVIII uepes 30 xBUIMH micst
BBCJICHHS IIJJa3MaTHYHOTO abo pekoMOiHaHTHOTrO KoHieHtpary FVIII); mnepiox
HamiBBuBeneHHs1 FVIIIL; tutp inri6itopis no FVIIL.

[TamieHtaM, IKi AOTPUMYIOTHCS MPU3HAYEHOTO PEXKUMY MPOPIIAKTUKH, aje
MaroTh MPOPHUBHI KPOBOTEUl, PEKOMEHYEThCS MIABUIIICHHS PiBHS MPOQITaKTUYHOTO
3aco0y 3 BHUMIPIOBAHHSIM 3aJMIIKOBUX pIBHIB (akTtopa Ta, 3a HEOOXIIHOCTI,
MPOBEICHHS BIATOBIIHUX OPTONEANYHUX BTPYUYaHb.

[TamieHTaM 13 TOMIPHOK/TSAKKOI0 (opMoro remModiii A, 0COOIMBO TUM, XTO
nepeHic HebOe3nmeuyHy g KUTTA KpoBoreuy (Hampukian, BYK), npoBoasTs
npodinaktuky koHnentparamu FVIII abo nedakTopHUMHU TpemapataMu 3 METOIO
3aro06iraHHsl MOBTOPHUX KPOBOTEY, IO 3arPOXKYIOTh KHUTTHO. L1{e 0cOOIMBO BasKIMBO
npotarom nepimx 3—6 micsauis micias BUK, ockinbky y el nepio pu3uK peluanBy
HAWUBUIIWM.

KoxeH BUMamoK MpOpUBHOI KpoBOTe4l Ha (OHI MNPO(DUIAKTUKUA BHUMArae
JTOJaTKOBOTO BBEJCHHS  KPOBOCIMHHMX  3ac00iB (T1a3MaTHUYHOTO abo
pexkoMOinanTHoro K@K 13 CITH/IIIIH Ta ixmi) abo mpenapariB IIyHTYIOUOI 1ii Ta
MPOBEJCHHS 1A00OPATOPHOTO KOHTPOJTIO.

HanaBatu indopmamiro mamieHTaM/0aTbkam/OmiKyHaM 100 BaKIUBOCTI
yHUKHEeHHs  3actocyBaHHss ~ HII33, anTmarperanTiB, aHTHUKOAryJsHTIB  Ta
BHYTPIIIHHOM SI30BUX 1H €KIIIH.

Bba:xkani:
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3a HeobxigHOCTI mpoBectu BcTaHoBieHHs [IL[BJ] mamientam 3 yTpynaHeHuM
BEHO3HUM JIOCTYIIOM.

[IpoBeneHHs HaBYaHHS IMAIi€HTIB/0aTHKIB/OMIKYHIB CaMOCTIHHO MPOBOJUTH
npodiJakTUYHI 3aX0oau: BBeICHHS TpernapatiB  depe3 [ILBJI, mnpoBeneHHs
BHYTPIIIHBOBEHHHUX (Haii - B/B) 1H(Y3i#/iH’ €Kil a00 MiAMIKIpHUX (mami - I1/1m)
1H’ €KII1# Ipenaparis.

[Ticyist BiAMOBIAHOTO HaBYaHHS MAaIll€HTIB/0aThKIB/OMIKYHIB 100 CBOEYACHOTO
Ta TOYHOTO BeACHHS Tpadika BBeICHb MNPOPUIAKTHYHUX 3ac00iB, 1X J03yBaHHS,
pO3Mi3HaBaHHS MOSBY HEOAKaHWX SBHIII, TOOIYHOT /11 a00 aepTriuHUX PeaKIlii (SIKIIo
TaKi BUHUKAJIH I1]] YaC 3aCTOCYBaHHS PO IIaKTUIHUX 3aC001B) Ta €Mi30/11B KPOBOTEY
Ha (oHI TPODITAKTUKH, PO3TISTHYTH MOKIIUBICTh IOMAITHROTO JIIKYBaHHS TAI[I€HTA.

4) JlikyBanus remodiniii A

IHoJ10:KeHHSI MPOTOKOTY

JlixyBanHs reModunii A € KOMIUIGKCHUM 1 BKIIIOYa€: TMOCTIHHY 3aMicHY
npoUIAKTUYHY Teparlilo; €KCTPEHI BTPYYaHHS Y BHMAJAKYy €IMi30/[IB KpPOBOTEUI;
YCYHEHHsI 00JIbOBOTO CUHAPOMY; MPODUIAKTUKY Ta JIIKYBaHHS 1HT101TOPIB, JIKYBaHHS
ycknagHeHb 3 00ky OPA Ta cymyTHIX 3axBoproBaHb. lIpu3HaueHHs JiKyBaHHS
3IIHCHIOETHCS THAMBITYATBHO JJI1 KOJKHOTO TAIll€HTA JIKapeM IreMaTooroMm, Jliikapem
remarojoroM auTsuuM y 303, ne HamaeThcs Creliaii3oBaHa MeIU4YHa JOMoMOora
naiieHTam 3 reMo(pui€ro.

OCHOBHUM METOJOM JiKyBaHHS Temodumi A € 3aMicHa Tepamis, sKa
3IIACHIOETHCS BOIPOJOBXK KUTTA Y peKUMI TPOPUIAKTUUHOI Tepartii. K10 NalleHT He
OTPUMYBAB NEPBUHHOI 200 BTOPUHHOI MPOQIIAKTUKHU (BIAMOBIIHO A0 Kiacugikalii
npodinakTuku reModuii A Ha OCHOBI MOMEHTY ii MOYaTKy), NpodUIaKTUYHA Tepanis
NOBUHHA OyTH MpHU3HAUYeHa y OyAb-SIKOMY Billl 1 MPOBOJUTHCS TPUBAJIO, 3/1€01IBIIOTO
MOKUTTEBO.

OO0rpyHTyBaHHS

3actocyBanHa koHieHtparie FVIII, moxke mnpusBoauTH 10 YTBOPEHHS
1Hri0iTOpiB — anTUTIN Kiacy IgG mo ex3zorenHoro FVIII, siki HelTpamizyroTh mdito
BBeneHnx KOK Ta gacTime 3ycTpivaroThes mpH THKKUX hopmax remodinii A. Ilossa
IHTIO0ITOPIB € HAWTSHKYMM  YCKJIAJHEHHSIM TeMo(dinii, SKe BUMarae MOCTIIHOTO
CKPUHIHTY 1 crnenu@iqHOro BEACHHS Ta AacCOIIOEThCS 3 YTPYAHEHUM KOHTPOJIEM
KpOBOTEY, BUIIMM PHU3UKOM YCKIagHeHb 3 00oky OPA, OulblIMMHM BUTpaTaMHu Ha
JKYBaHHS, YaCTIIIOK MOTPEOOIO Y rOCIiTali3allii Ta y I’ ATepO BUIITUMU TOKa3HUKAMHU
CMEPTHOCTI.

VY paHile HENIKOBaHUX MNAIIEHTIB KyMYJSTHUBHA 4YacTOTa MOSIBU 1HT10ITOpPIB
~30%; 3 HUX 79% BUHUKAaIOTHh NpoTarom nepmux 20 ekcno3uuii, a pemrta (21%)
npoTarom nepmux 75 ekcnosuuii. Lle oOymoBitoe moTpedy peryisipHOro CKpUHIHTY
Ha 1HT101TOpH Tij Yac 3amicHoi Teparmii FVIII.

[Tomanpiia TakTUKa JIKyBAaHHS BU3HAYAETHCS TUTPOM 1HTIOITOpIB. MOXKIHUBI
BapiaHTH Tepamil BKIIOYAlOTh Teparito iHaykmii iMyHHOI TonepantHocTi (IIT) i3
3acTocyBaHHAM BHCOKMX 703 K®K nns mocsrHenHs emimiHaiii 1HTIOITOpPIB abo
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BUKOPHUCTAaHHA He(DaKTOPHUX MpenapaTiB, Yu 3ac001B 13 MIYHTYIOUUM MEXaHI3MOM Jii
JUTs1 3a0€3IeUeHHs TeMOCTa3y albTEPHATUBHUM IUIIXOM. 3aCTOCYBaHHS eMIlU3yMaly
y TaLi€HTIB 3 IHT101TOpaMHU Ta MPOCTIIINI PEKUM Tepallii J03BOJISIOThH PEKOMEHTYBaTH
HOro MpU3HAYEHHS Yy SKOCTI TPUBAJIOI MPOQUIAKTUYHOI Teparii, sika Mae NepeBaru
MOPIBHSHO 3 THITUMU METOJIaMH JIIKyBaHHS.

BaxxnuBuM acrnekToM JiKyBaHHS TeModiiii € JiKyBaHHS YCKIAIHEHb 3 OOKYy
OPA, 3Ba)kar0uu Ha iX MOIIMPEHICTh, MOTIPIICHHS 3 YaCOM, PaHHIN 1HBANIIU3YIOUUN
BILJIUB, PU3UK HEOE3MEUHUX YCKIAJHEHb Ta HETATUBHUM BIUIUB HA SKICTh KUTTS.

[TouaTtox KpoBOTeUi B CYIJI0O MAIiEHTH YacTO CIOPUHAMAIOTh, SIK BIAUYTTS
«aypu», 0 OMUCYETHCA K BITIYTTS MOKOIIOBAaHHS Ta CTUCKaHH B CYTJI001 1 Iepeaye
nosiBl KIIHIYHUX O3HaK. CyrioOoBHil KPOBOBHIMB (TeMapTpo3) BHU3HAYAETHCS, 5K
emi30/, II0 XapaKTepPU3yeTbCsS TMOEAHAHHAM OyAb-sIKUX 3 HACTYIHHX O3HAaK:
NOCWICHHsSI HaOpsAKy a0o0 HarpiBaHHs LIKIpU HaJa CYrjioOOM; IOCUJIEHHS O00JIto;
MOCTYIIOBa BTpaTa O0CATY PYXJMBOCTI a00 TPYAHOINl 3 BUKOPUCTAHHSAM KIHIIIBKU
MOPIBHSHO 3 OCHOBHHUM PIBHEM.

MeToto J1IKyBaHHS TOCTPOTO FeMapTpo3y € SKHAMIIBU/IIA 3yTIMHKA KPOBOTEYI.
JlikyBaHHsI CIIiJi pO3MOYMHATH, K TUIBKU MAIIEHT 3aIliJI03pUB KPOBOTEUY, JI0 MOSBU
SBHOTO HAOPSIKY, BTpaTH GYHKIIT cyriioda Ta mosisu 00JIto.

3ynuHKa KpPOBOTEUl BHUMAra€ I1HAWBIIyaJIbHOI TI'E€MOCTAaTHUYHOI Teparii.
JlikyBaHHS BKJIIOYa€ 3HEOOJICHHS, crernudiuHe KOHCEpBaTMBHE a00 XipypriyHoro
JIKYBaHHsI, MOCTIHY (D13WYHY Tepamito Mg HarsAoM (axiBLiB 3 JOCBIOM JIKYBaHHS
reMoimii.

VY naiieHTiB y SKMX 4acTO BUKAIOTh KPOBOTEYl B M'AKI TKAaHMHM (3a3BUYail y
M's13, TIPUJIETINI IO KICTKH) MOXYTh YTBOPIOBATHUCS TCEBIOMYXJIWHHU SIK PE3yJbTaT
HEIMPaBUJIBLHOIO JIIKYBaHHA. 3a BIJACYTHOCTI HAJEXKHOIO JIIKYBAHHS ICEBIOMYXJIMHA
MOKe 30UTbIIYBATHCS, YMHUTH TUCK HAa MPUIIETIII HEHUPOBACKYJSIPHI CTPYKTYpU Ta
HaBITh CIIPUYMHATH KOMIIAPTMEHT CUHAPOM Ta MAaTOJOTIYHI IEPEIOMHU.

[IceBaomyxIMHN MOYKHA JIIarHOCTYBATH Ta MOTIM MOCIIIOBHO BIJICTEKYBATH 3a
nornomororo Y31, KT, MPT.

HeoOxinni aii

O00B’A3K0BI

VY Bumajzkax roctpoi KpoBoTedi HeraHO BBOAMUTHCS KoHieHTtpaT FVIII, moza
SKOTO PO3PaxOBYETHCS BIAMOBIAHO 10 MyHKTY 2, po3auty IV nporo YKIIM/I ta/a6o
3aCTOCOBY€ETHCS IOAATKOBUI reMOCTaTUYHUM 3aci0 BIAMOBIAHO A0 A01aTKa 4 10 I[bOTO
YKIIM/I.

Ko cUMNTOMH Ta O3HaKW KpOBOTeUl 30€piraroThCs, HE3BAXKAIOYM Ha
3aCTOCYBaHHI MpPaBWIBHO po3paxoBaHux 103 K@K, ciig po3rnsHyTH HasBHICTH
1HT101TOP1B a00 aTbTEPHATUBHUX JA1arHO31B, TAKUX SIK CEITUYHUN apTPUT a00 NIEPEIOM.

VY BuUnaaKy BUHUKHEHHS TOCTPOi KpoBOTeul Ha (POHI MpOo(DIaKTHKH, Y MALIEHTIB
3 1Hr101TOpaMU PO3PaXyHOK HEOOXIJTHOT 103M T€MOCTATUYHUX 3aC001B 3A1HCHIOETHCA
a00 TpU3HAYAIOTHCS aJbTEPHATHBHI METO/IU JIKYBAaHHS BIAMOBIIHO JI0 J0JaTKa 5 Ta
nyHKTY 2, po3auny IV nsoro YKIIM/I.

VY mamieHTiB 3 TeModiiero A, y SKHUX PO3BUBAIOTHCS CTIMKI cllabKopearyoui
1HT101TOpH, posrisaacTbes nmpoBenaeHus 11T, mo nependavae yacre (iHOA1 MOACHHE)
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BBesIeHHs KoHIeHTpaTiB FVIII 10 3HuKHEHHA 1HT101TOPIB.

VY BuUmagkax 4YacTUX NPOPUBHUX ab0 pPEHUAMBYIOYMX KPOBOTEY MAIll€HT
CKEpOBY€ETbCSI Ha KOHCyJNbTaliio a0 303, 1m0 HalamTh CIEHlali30BaHy MEIUYHY
JIOTIOMOTY TaIll€EHTaM 3 reMODTI€r0, 1711 BU3HAYEHHSI ITOJAIbII0T TAKTUKH Ta KOPEKITi
JKyBaHHS.

VY BuUMajKy MiJIo3py Ha TOCTPY MACHBHY KpoBoreuy (y wms3, cyrinoo, ITHC),
BUHUKHEHHSI KOMITAPTMEHT-CUHAPOMY a00 TICEBIOMYXJIMHU HEOOX1THO:

HEraifHO BBECTHM ILTa3MaTHYHHMK abo pexoMOiHaHTHHU KoHueHTtpat FVIII 31
CIIH / TITTH y no3i, sika BU3HAYAETHCS JIOKATI3AII€I0 KPOBOTEYI, ;

y Mali€HTIB TPHU BHYTPIIIHFOM S30BHX KPOBOTEUAX 3 O3HAKAMHU KOMIApTMEHT-
CUHAPOMY Ta HEHWPOBACKYJSIPHUMH TIONIKO/PKCHHSIMHU TOKa3aHa (hacmioTomis
npoTaroM 12 TOauH 3 MOMEHTY BCTAHOBJICHHS M1arHO3Yy, JO TOTO, SIK BUHUKHYTH
HE3BOPOTHI MPOIIECH YpaKEHHS TKAHMHHU BHACITIIOK HEKPO3Y;

y MAalli€HTIB 3 TeMOQUIIEI0, Y SKUX PO3BUHYIHUCS BEIMKI ICEBIONYXJIUHU
PEKOMEHIYEThCS iX XIpypriuHe BUIAJICHHS pa3oM 3 ICEBJIOKAICYJIOI 3 HACTYITHUM
peTeIbHUM MOHITOPUHITOM Ta JOBTOTPUBAIOI NPO(DIIAKTUKOIO I 3aroOiraHHs
MOBTOPHOTO KPOBOBUJIMBY;

Opy  HampyXeHOMY, OOJICHOMY TeMapTpo3i Ta BIJICYTHOCTI TMO3UTHUBHOI
JTUHAMIKH TIPOTATroM 24 roauH micis nepBuHHOro BBeneHHS KOK (ocobmmBo sKIoO
KPOBOBWJIMB B KYJIBIIOBUM CyTJI00) ab0 3a mijgo3pu 1HGEKIIT — AOUIIEHO TPOBEICHHS
apTpoleHTe3y (MyHKIIi cyryio0a, BUJIAICHHS] KPOBI 3 CYIJIOOOBOI CyMKH); PYTUHHE
MIPOBEJICHHS apTPOIEHTE3y HE PEKOMEHY€EThCS;

y BUIAJIKaX, KOJU XPOHIYHUN CHHOBIIT MMEPCUCTYE, CYNMPOBOKYETHCS YaCTUMU
PEIUANBYIOYMMH KPOBOBUJIMBAMU Ta HE KOHTPOIIOIOTHCS I1HIIMMH METOJIaMHU
JIKyBaHHSI, pO3TJISIA€THCS MMPOBEACHHS CHHOBEKTOMII;

MpoBecTH (Di3UKabHE OOCTEXKEHHS, JA0OpaTOpHI TECTH 3 OOOB’SI3KOBUM
BU3HAYECHHSIM TeMOTrJ00IHy, T€MaTOKPUTY, KUIbKICHUM BH3HAUYEHHSIM aKTHBHOCTI
FVIII ta tutpy iHr161TOpIB,;

3a0e3neunTy 3HeOOIeHHS BIANMOBIAHO 70 CTaHAApTy 3 XPOHIYHOTO OOJIHOBOTO
CUHAPOMY, TPOBECTH 1HIII JIIKYBaJIbHI 3aXO0/IM Ta KOHCYJIbTAIlT (haxiBIliB B 3aJI€KHOCTI
B1JT JIOKaJIi3allii KpoBOTeUi;

OIlIHKa BIJMOBII HA TEPaIiio 3A1HCHIOETHCS BIAMOBIHO 0 MYHKTY 2. PO3ALLY
IV soro YKIIM/I (Ta6mus 10).

OuiHka craHy cyrjao0iB Micis KOXXHOI KpPOBOTEUl MNPOBOJUTHCSA 3TIAHO 3
nonatkoM 6 no 1mporo YKIIMJI;, 3a HeoOXimHOCTI 3a0e3MedyroThCsl BiAMOBIIHI
KOHCYJIbTall1 (axiBLiB Ta JiKyBaHHs naronorii OPA.

Bubip remoctatnyHux 3aco0iB y BHUIIAQJKy TOCTPOI KPOBOTEYl y MAIIEHTIB 3
1HT101TOpaMu 3IIUCHIOETBCS 3a QJITOPUTMOM, HABEJACHUM Y JOJATKy 5 J0 YbOTO
YKIIM.

VY BumajxKy rocTpoi KpoBOTeuUl y Mali€HTIB 13 CUJIBHOPEarylouuMu 1HTri0iTopamu
pexoMeHJoBaHa Teparist 00xiqaumu 3acobamu (rFVIla abo koHIIEHTpaT aKTHBOBAHOTO
npotpombiHoBoro komiuiekey (gam - KATIK) va BuOip. Skio moHoTepamis 00X THUM
3ac000M HE CTpalboBYe, pekoMeHoBaHe uepryBanHs BBejeHb rFVIla ta KAIIK, sk
HaBeneHo y mnyHKTi 2, Posminy IV (tabmuus 14), 3 pereapbHUM KITIHIYHHM
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MOHITOPHHI'OM ILIOJI0 PU3UKY TpoMO03y. Ilicist nocsrHeHHs Ta MIATPUMKH IreMOCTa3y
y BHUOpaHOMY peXuMI MOpPOTAToM 3-5 1HIB, J03YBaHHsS MOCTYIIOBO 3MEHIIYIOTh
BIPOJIOBXK 1-3 THIKHIB.

VY nmaiieHTiB, fKI MalTh CUJIBHOpPEAryrd4l 1HTIOITOpHU, IS CYNPOBOLY
onepaTuBHOro BTpy4yaHHa npusHavatoth rFVIla a wHe KAIIK, u4epe3 pusuk
TpoMOOTHYHOI MikpoaHrionarii. HeoOxigHo 3 o6epexHicTio mpusHayatu rFVlla y
MaIi€HTIB, SIKI OTPUMYIOTh eMinu3ymMald 1 MawTh (aKTOpU PHU3UKY TPOMOO3y
(HampuKJIaa, TepeHeceHa BEHO3Ha TpoMO0oeMOOIIisl, OXKHUPIHHS, KypiHHS, XpOHIYHA
iHbeKig, 3amajieHHs), Yepe3 PU3HK rocTporo iH(apkTy Miokapaa 0e3 migiomy
cermenTa ST Ta eM0OoOi1 IereHeBoi apTepii.

VY Bumagky BUHUKHEHHS 3aroCTpEHb CYIYTHIX 3aXBOPIOBAaHb TAIli€EHTH
CKEPOBYIOThCS Ha KOHCYJbTalii 10 BiAMOBIAHMX (axiBmiB, 3 00OB’SI3KOBUMU
PEKOMEHIAIlIIMUA TeMAaTOoJIOra 1010 O€3MeKH 3 OISy Ha PU3UK KPOBOTEY.

5) IocniTagizamis

IToJ10:KeHHA IPOTOKOTY

Excrpena rocmitamizaifisi maimieHTaM 3 TeMo(uUIi€l0 MOoKa3zaHa y BHUIAJIKAX
TSDKKOI KPOBOTEYI, SIKa 3arPOXKYE KUTTIO 400 CTAaHOBUTH PU3HK BTPATH KIHIIBKH, a00
JUIsL TIPOBEACHHS IUIAHOBUX YW YPreHTHUX XIPYpPTIYHUX BTPydYaHb 3 OYJb-SKOTO
1HIIOTO MPUBOAY.

[TamieHT MOXke OyTHM TOCHITANI30BaHUM Yy BHIIAJKy CEPHO3HUX CYITyTHIX
COMAaTUYHUX 3aXBOPIOBaHb a00 [JIsi TPOBEACHHS OOCTEXEHb, SKI HEMOXKIUBO
3M1MCHUTH B aMOYJIaTOPHUX YMOBax.

HampaBnenHss Ha rocmiTaai3amilo HAAa€ThCs JIIKAPEM 3arajbHOi MPAKTUKHU -
CIMEHHUM JIIKapeM, JiKapeM-TeMaToJoroM, JIKapeM-réMaToJoroM IUTAYUM abo
1HIIUM (paxiBLEM BIJMOBIIHO J0 MOKAa3aHb.

OO0rpyHTyBaHHS

VY Bumajgkax TSKKOI KPOBOTEUl, IO 3arPOKyeE XKUTTIO a00 BTPATOIO KIHIIIBKH,
noTpiOHO sKHaWmBHAIMIE 3a0e3meunTH e()EeKTUBHUN TeMOoCTa3, IO BHUMAarae B/B
1HDy31# mnasmaTnuanx abo pexom6OiHanTHUX KOK 31 CITH/IIIIH (iHoai TpuBanux),
pPaHHBOTO BUSIBJICHHS TOTCHIIIMHUX YCKJIAJHEHb KpPOBOTEY 3  YPaKCHHAM
HEHWPOBACKYJISIPHUX CTPYKTYp a00 BHYTPIIIHIX OpPraHiB Ta PETeIbHOr0 KIIHIYHO-
Ja00paTOPHOTO MOHITOPHUHTY, 110 HAWKpallle peaii3yeThCsl B yMOBaX CTalllOHApY.

VY neBHOT YaCTMHU MAIE€HTIB HaBITh Ha (OHI MPOPIIAKTUYHOTO JIKYBAHHS
BUHHUKAIOTHh TPOPHBHI KPOBOTEYi, SIKIi BUMAararOTh €KCTPEHHX JOJATKOBUX BBEIICHb
koHieHTpatiB FVIII Ta/abo iHIMX reMOoCTaTUYHUX 3aCO01B JIJIsl 3yIIUHKUA KPOBOTEUI.
[Ticyist KOMIJIEKCHOTO HaBYaHHS Ta MiJATOTOBKH Y FeMaToJjiora HEBiIKIaaHa JOTIoMOora
MOJK€ 3/IIHCHIOBATHCS MalieHToM/0aTbKaMK/OMKYHOM B JJOMAITHIX yMoBax. Heraiine
BBEJICHHS HEOOX1/IHOI 103U M1a3MaTuyHux abo pekombinanTHux K®K i3 CITH/TITIH
TICTIsl PO3Mi3HABAHHS PAaHHIX 03HAK KPOBOTEUl 3HAYHO CKOPOUYE MPOMIKOK 4acy Mix
BUHUKHEHHSIM KPOBOTEYl Ta MOYATKOM J'III(YBaHH}I [0 Ma€ BHUpIMIATbHE 3HAYCHHS Y
JI3T" Ta nO3BOJIIE CKOPOTUTH K TPHUBATICTH JIKYBaHHS, TaK 1 CyMapHY KIJIbKICTh
BBegeHuX KOK.
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HeooOxiani aii

O00B’s13K0BI

[TokazanHsAMHU JJ1s1 TOCTITaII3aIli] TTalli€eHTa 3 TeMOUTIEr0 A

rocTpa KpoBOTEUa, 110 3arPOXKY€ KUTTIO a00 BTPATOIO KIHIIBKY JJIs1 JTIKYBaHHS,
CIIOCTEPEKEHHS Ta KOHTPOJIIO OOJILOBOTO CUHAPOMY;

HEOOX1/IHICTh TPOBEJACHHS IUIAHOBUX OIEpalliif, ypreHTHUX BTPYy4YaHb,
1HBa3WBHUX MPOILIeAYyp a00 JJIsl IPOBEACHHS 00CTEKEHb, sIKI HEMOYKJIMBO 3/IIMICHUTH B
aMOyJTaTOPHUX YMOBaX Ta OOOB’S3KOBO TICJS KOHCYJbTAIlli 3 T€MaToJOTOM, s
3a0e3MeyeHHsI a/IeKBaTHOTO TeMOCTa3y [0 1 MICHs MPOLEeIypH;

[lepen rocmiTamizamiero sl IJIAHOBOTO BTPYYaHHS JliKapeMm-remaTtojiorom /
JIKapeM-reMaToJIOrOM JUTSIYMM BU3HA4Ya€eThesl akTUBHICTH FVIII, Tutp 1HribiTOpIB,
3a0e3neuyeThCsl aJeKBaTHA TE€MOCTAaTUYHA MIATPUMKA A0 Ta IICIAsA BTPYYaHHS!
TPUBAJICTh 3aMICHOI Tepamii [OHaiiMeHIe 3 [HI [pd MaluX XIPpypridHUX
npoleypax; moHaiMeniie 7-10 AHIB TP BEIMKUX XIPYPriYHUX BTPyUaHHSIX.

VY mnarieHTiB 3 reModiier0 A, SIKUM MPOBOJUTHCS XIPypriuHe BTpPY4YaHHs, 32
HEOOXITHOCT1 CJIIJI PO3IJIAHYTH 3aCTOCYBaHHS aHTU()IOPUHONITHKIB Ta TOIMIYHUX
reMOCTaTUYHUX TMperapaTiB, SKIIO MOTpIOHA ITOMOMIXKHA Teparis J0JIaTKOBO 0
3amicHoi Teparnii KOK.

VY namientiB 3 remodumiero A, SKUM TPOBOJUTHCS BEJIHUKE XIpypridyHe
BTPYYaHHS, HE PEKOMEHAYEThCA (PapMaKoJIOTriyHa TPOMOOIPO(DUIAKTHKA.

[Ticnss XipypridyHOro BTPYYaHHS HEOOXIJTHO MPOBECTH OLIHKY aJ€KBAaTHOCTI
reMocTa3dy Nalli€eHTa BIAIOBIAHO 10 NyHKTY 2 po3airy IV (tabmuus 15) mworo
YKIIM).

V nanuieHTiB, K1 OTPUMYBAJIU 1HTEHCUBHY 3aMICHY Tepalliio BIEpILIE, MPOBECTU
MOBTOPHUW CKPUHIHT HA HAsBHICTH 1HT101TOPIB uepe3 4-12 THKHIB MICIs ONepalii.

6. [loganbie cnocrepe:kKeHHs

IToJ10:KeHHS IPOTOKOTY

AMOynaTopHe CIOCTEPEKEHHS 3a0€3MeUyEThCS JIIKapeM 3arajbHol MPAKTUKH -
ciMeiiHuM Jikapem / jikapeM memiaTpoM / JiKapeM TepareBTOM, SKi MPOHIILIH
BIJIMOBIIHE HABYaHHS a00 JIKapeM IreMaTojIoroM, JIiKapeM reMaToJIOrOM JUTSYUM Ta
BKJIIOYA€ TMOCTIMHUNA KOHTPOJIb BIAMOBIAI HA Tepariio, CAMOTOMATHUYHE JIKYBaHHS,
3aXO/AM I PAaHHBOTO BUSIBJIEHHA Ta JIKYBaHHS YCKJIaJHEHb, (DI3UUYHY Tepamiio Ta
peabumiTallito mcas KpoBOTed Ta il kKopekiii nopymens OPA, nmpodinakTuky Ta
JIKYBaHHSI CYIYTHIX 3aXBOPIOBaHb, MPO(DIUIAKTUYHY CTOMATOJIOTIYHY JOMOMOTY Ta
MICUXOJIOTTYHO-COLIANIbHY MiATPUMKY.

Bynp-siki mu1aHoOBI1 onepallii, iHBa3UBHI MPOIEAYPH, CTOMATOJIOTYH1 BTPyYaHHS
Ta JIIKyBaHHS CEPHO3HOI CYMyTHHOI MAaTOJOT1i MPOBOAUTHCA BUHATKOBO y 303, 1m0
HAJAI0Th CIIELIaI30BaHy MEIUYHY JOMOMOTrY NallieHTaM 3 reModiniero ado 3a yMOBU
KOHCYJIbTYBAHHS 13 CIIELIANIICTaMH 3 IOCBIJIOM JIIKyBaHHS MAIll€EHTIB 3 reModinieio A.

OOrpyHTyBaHHS
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[cHyI0TB TOKa3H, 1110 €PpeKTUBHA MPO(]IIaKTUKA, pAHHE BUSBICHHS Ta aJICKBAaTHE
JIKyBaHHS KpOBOTEU y MaIli€HTIB 3 reModimiero A 3abe3reuye Kpaii J0BrOCTPOKOBI
pe3ynbTaTH, MiHIMI3ye pu3uk ypaxkeHHs OPA Ta HU3KM CcepHO3HHUX YCKIaIHEHb
(KOMITApTMEHT-CUHAPOM, KOHTPAKTYpH, IICEBAONYXJIMHH, TeMOQUIIYHI apTporarii
torno). KiHiieBa MeTa CrocTepe:KeHHsI — 3MEHIIIEHHS 3aXBOPIOBAHOCTI, 1HBAJITU3AIlli,
CMEPTHOCTI Ta MOKPAIIEHHsI IKOCTI KUTTSI MAIll€HTIB TeModiiero A.

VY JI3I" Ta iHKOJIM HOCIiB Oy/Ib-sKa TpaBMAaTUYHA MOIisl ACOIIIIOETHCS 3 PU3UKOM
KpOBOTEUI Ta BUMAarae MOCHJICHUX 3aX0/IiB JJisl 3a0€3MeUEeHHs TeMOCTa3y.

JlikyBaHHsI Kapiecy 3y0iB Ta XBOpPOO MapOAOHTY MiABUIIYIOTH WMOBIPHICTb
KpOBOTEHI 3 SICEH, MOXKYTh IIPUBECTH JI0 BTPATH 3y01B Ta yCKIAHCHHS KyBaHHS. ToMy
yCl Malli€eHTH MOBUHHI MPOXOAUTH PErYJISIpHI MPOQPIITAKTHYHI CTOMATOIOTTYHI OTJISIH
Ta O3JI0POBJICHHS POTOBOI MOPOXHWHU. [[ITSM cTOMAaTOJOTIYHA JOTIOMOTa MOBHHHA
HaJaBaTUCA BiJ Mepioay Ipopi3yBaHHs 3yOiB (BIK ~ 6 MICALIB) JJIsl 3HUKEHHS PU3UKY
YCKJIaTHEHb, 3aXBOPIOBAHOCTI Ta BIUIMBY Ha CTaH 310POB’SI.

Excrpakiito 3y0iB Ta iHIN 1HBa3WBHI MIpoueaypu (IMIUIaHTarlisl, XipypridHi
BTpYYaHHS Ha MApOJIOHTI, OIOMCIs sICeH) CIIJ MPOBOAUTH JUIIEC 3 1HAUBIAYaTbHUM
IUIAHOM MIATPUMKH TeMOCTa3y, IOrOJDKEHUM 3 JliKapeMm-reMarosiorom. Jlis
3HEOOJICHHS CJiJI BUKOPUCTOBYBATH MICHEBHM aHECTETHK 13 CYAMHO3BYKYIOUUM
3acO00M Ta MOBUIbHE BBEJCHHS OJIHOPA30BOIO TOJKOI0 TOHKOTrO KamOpy. AHecTesis
HUKHBOIIENIEITHOTO 3yOHOT0 HEPBY, BEPXHHOTO 3yOHOr0 HEpPBY a00 iH €Kl Y JHO
MOPOKHUHU POTAa YU CYJAWHHY TKAaHWUHY SI3UKa ACOIIIOIOTHCSA 3 BHUIUM PHU3HKOM
YTBOPEHHS TEMAaTOMH Ta TOTPEOYIOTh CHCTEMHHX 3aXO0/IiB TIOCHJICHHS TeMOCTa3y ado
BUKOPUCTaHHS O€3NMEYHUX aJbTEPHATUB, HANPUKIAJA 1HTpaJiraMEeHTapHOI aHecTe3li
okpeMoro 3y0a ado miiyHoi iHpUIbTpalii.

Pu3uk 3HMKEHHS MiHEPaNIbHOT LIIIbHOCTI KicTOK y JI3I BULMiA, HIXK y 3aranbHI1N
nonyJsiiii. CrocoOu 3MIIHEHHS 3J0pOB’St KICTOK BKJIIOYAIOTh 3aroOiraHHs
reMapTpo3iB, peryysipHi Ppi3vuHI HaBaHTAXKEHHS, KOHTPOJIb MAaCH Tijla Ta aJeKBaTHUMN
piBEHb CIIOXKUBaHHA BiTaminy D 1 KanbIiito 3 kero.

Hitssm 1 popocnuM 13 remModiimiero A s YHUKHEHHS 1H(EKIIH BaKJIMBO
MIPOBOJAMTH TaKi cami IJIAHOBI MICTUICHHS, 110 1 Y 3arajbHIM MOMYJIAILIi, aje HaJaBaTH
nepeBary MiAMKIPHOMY BBEJICHHIO BaKI[MH Ta BPAaXOBYBATH 3aCTEPEKCHHS IOJ0
merieHb y BIJI-indikoBaHMX marieHTIB.

PerynspHi orfisiv mpoTsroM yChboro >KUTTS BaXKIJIUBI JUIsl IEPETIISIAY CIUTEHOTO
IaHy MpoQiIaKTHKK, BKIIOYAIOUX THIT TIpenapary, J03yBaHHs Ta YaCTOTY BBEIICHHS,
Kl TIOBUHHI KOPWUTYBAaTHCSl BIJMOBIIHO JO0 MacH TUIa Malli€HTa, CXUJIBHOCTI 0
KpOBOTEY Ta IHIIUX (PaKTOPiB.

HeoOxiani aii

O00B’A3KO0BI:

[IpoBoauTH MIIaHOBE OOCTEKEHHS AOPOCIUX MAIIEHTIB 3 TeModinieto 1 pa3 Ha
pIK Ta ABIYl Ha piK (KOXHI 6 MICAILIB) JUIsl AITeH, IO BKJIIOYAE KIIIHIYHY OI[IHKY
pe3yabTaTIB JIKyBaHHS Ta JJaOOpaTOpHY OLIHKY (BuXiaHY akTuBHiCTH FVIII; piBens
BinHoBneHHs FVIII; nepiox nanisBuBeaenns FVIIL; tutp iuribitopi no FVIII, skio
POBOIUTKCA 3amicHa Teparisi KOK).
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Orminka cTaHy cyriao0iB MPOBOJUTHCS MiCIIs KOXKHOIO FreMapTpo3y Ta IMIIaHOBO
1 pa3 Ha pik.

Busnauenns aktuBHocTi FVIII B mima3mi KpoBi IPOBOAMTHCS MAaIli€eHTaM Ta
HOCISIM TIepe]i CEpHO3HUMH TMPOIIeAypaMu, XIpypriyHUMU BTPYYaHHSIMU Ta Y BUMAJIKY
TIJIJaHYBaHHS BariTHOCTI.

Busnauenns aktuBHocTi FVIII B ma3mi kpoBi Ta 0OCTEKEHHS KIHOK, 5Kl €
HOCISIMHM, TIPOBOJUTHCS Yy TPEThOMY TPUMECTPl BariTHOCTI IS OILIHKA PHU3HKY
KpOBOTEUI ITiJ1 Yac IMOJIOTIB Ta B MICISATIOIOTOBUM MEPIO/I.

HagaBatu HampaBieHHS Ha MEAMYHI TOCTYTH (CTOMATOJOTIYHI, XipyprivHi,
TIHEKOJIOTIYHI TOIIO) 10 BIAMOBIMHWX (axiBIiB, SKI MArOTh JTOCBIJ y JIKYBaHHI
remodinii Ilepen Oyap-SK0I0 CTOMATOJOTIYHOIO OIMEPAIIE€I0 YK 1HIIOI 1HBA3UBHOIO
IPOLEIYpPOI0 B POTOBIM MOPOKHHUHI CIIIJ IUIAHYBATH 1HAMBIAYAJIbHY HIATPUMKY
reMOCTa3y 3a KOHCYJIbTAIIIEI0 JIIKaps-reMarosora / Jikaps-reMaToJiora JUTsS4oro.

3A1UCHIOBATH PETYJISIPHUN KOHTPOJb I1HJIEKCY MacHu Tila Ta peKoMeHAalli
10JI0 MIATPUMKH HOPMaJIbHOI MacH TiJa.

PexomennyBatu Oe3nedyHy peryisipHy Gi3udHy AaKTUBHICTh, aJCKBATHHM
PIBEHb CMOXKUBAHHA BiTaMiHy D 1 KajibIlio 3 MPOAYKTaMU Xap4uyBaHHS.

HanmaBatu pexomeHpaaiii 1moa0 MpOBEIEHHS MOJIOTIB Y HOCIIB JIMIIE MIiCIs
KOHCYJIbTAIlll 3 JIIKapeM-TeMAaToJOroM 3 YITKUMHU JeTalbHUMHU PEKOMEHJAIlIIMU
BIJIHOCHO Tepamii CynpoBOAy TOJIOTiIB Ta MoHITOpuHTY piBHs FVIIL, s
3abe3neueHHsM piBHiB FVIII >50 MO/ nijx yac moJioriB 1 moHaWMEHIIE BIPOJOBXK
3 AHIB mICis BariHaJbHUX IOJIOTIB Ta 5 JIHIB MICIA KECAPEBOIO PO3THHY; YHHKATH
1HCTPYMEHTAJIbHUX MOJIOT1B.

3a0e3neunTH KIHKaM-HOCISIM CIIOCTEPEXKEHHsI MICIs TMOJIOTIB MpUHANMHI 2
TUXHI (MakCUMaJbHO J0 2 MICSIIB) Yepe3 pHU3UK MEPBUHHOI Ta BTOPUHHOI
MICISANOJIOrOBOI KPOBOTEUI

[IpoBenennss mpodiIakKTUUHUX IIETUICHb 3JIIMCHIOETHCS BIAMOBIAHO /10 BIKY
3rigHo 3 yuHHUM KaneHnnapem npodilakTHUHHUX IIETUIeHh B Y KpaiHi; TiepeBara mMae
HAJaNaTUCh TI/I1 BBEJCHHIO BAKIIMH 3 YpaxXyBaHHSIM 3aCTEPEKEHb 00 HICIUVICHb Y
BlJI-iHdikoBaHUX TAIlI€HTIB.

Akmio BakiuHa MOXe OYTH BBEJEHE JHINE B/M, CIiJl BBECTH 03y
riazMatugHoro abo pekoMOinanTHoro KOK 13 CITH/IIITH Ta kopuctyBaTHCcs TOIKOI0
HaliMeHIoro kaniopy. [lepes BBeeHHSIM BaKIMHU CHiJI HA 5 XBUJIMH MPUKIACTU O
MICIIS 1H €KIIIT TAKET 13 JIbOJIOM; MiCJIsl BBEJICHHS BaKI[UHU MIPUTUCHYTH MICIIE 1H €KIIIT
BIpo0BK 10 XBHIIMH, 10O 3MEHIIUTH KpoBOTeuy i HaOpsk. st aiTeit 1 qopociux 3
BUI-iHdekiielo pekoMeHa0BaHA CTaHAapTHA IMyHI3allis, BKJIOYHO 3 BaKIIMHAMU
npoTU NMHEBMOKOKY, rpumy, COVID-19, BipycHux remarutiB A 1 B, mpore, cmin
YHUKAaTU BBEJEHHS JKUBUX BIPYCHMX BaKUMUH (MPOTH BITPSAHOI BICHH, >KOBTOI
JUXOMaHKH, POTaBIpyCy, MEpOPaTbHOI MOJIOMIEIITHOI BAaKIIMHU Ta KOMOIHOBaHUX
BaKIMH MPOTHU KOPY, NAPOTUTY 1 KPACHYXH).

[IpoBomuTH HaBYaHHS TMAIEHTIB / OATHKIB / OMIKYHIB MIOJI0 PO3Mi3HABAHHS
CUMIITOMIB KPOBOTEY Ta HAaJlaHHA HEBIAKIAJAHOI JIOMOMOTH B JOMAIIIHIX yMOBaXx,
HajJaBaTy 1HQOPMAIlIIO 100 3aXBOPIOBAHHS Ta PEKOMEHMAIT 31 CIOCO0Y KUTTS Ta



26

roro monudikariii, pi3uIHOT AKTUBHOCTI TOIIO; HAJAABATH COIIAIBHO-TICUXOJIOTIUYHY
MIITPUMKY 32 HEOOX1THOCTI.

IV. OMUC ETAIIB MEIUYHOI JOIIOMOT A

1. JiarnocTuka

Panns giarHoctrka reModinii € BKpail BaXKIMBOIO NS TPU3HAUYCHHS
BIMOBIMHOTO JiKyBaHHSA. OJHO3HAYHMIA JiarHO3 TeMOQiIii TIPYHTYETbCS Ha
KUTbKICHOMY aHauTi31 (pakTOpiB KOAryJIsllii, 3a JOIIOMOTO0 SIKOTO BUSBIISIOTH A€DIUAT
FVIII a6o FIX.

I'emodinito, Sk TpaBUIO0, MAOTh JHIIE OCOOM 4YOJIOBIYOi cCTaTi, sKi
YCHaJKOBYIOTh 3MIHEHY MAaT€pUHCHKY X-XpomMocoMy. Y KIHOK reModutis (piBeHb
FVIII a6o FIX <40 MO/ai) 3ycTpida€eThCsi piJIko; B TaKUX BUMAJKAX 3MIHEHUMH €
obuasl X-xpoMocoMu, ab0 OJIHa XpOMOCOMa IOIIKO/DKEHA, a 1HIIA — HEaKTHBHA.
JKiHka 3 0/1HI€10 3MIHEHOIO X-XPOMOCOMOIO BBAXKA€ETHCA HOCIEM TeMo(iii.

I'emo@inito cmij 3amiio3pyUTH y TALIE€HTIB, B aHAMHE31 SKUX € OyAb-sSKUil 13
nepeTiyeHuX CUMITTOMIB:

JieTKe BUHUKHEHHSI CUHIIIB,

«CIIOHTaHHID» KPOBOBWJIMBH (KPOBOBWJIMBHU 0€3 OYEBUIHOI/BIIOMOI MPUYMHN),

30KpeMa, BHYTPIIIHOCYTJI000B1, BHYTPIIIHBOM S130B1 Ta KPOBOBWJIMBH y M’SIKi

TKaHWHY;

HaJMipHa KPOBOTEYA MIC/s TpaBMH a00 XipypridHOTO BTpYYaHHS.

VY HOBOHApO/KEHUX 1 JITEH MOJOJIIE 2 POKIB 13 TSDKKOK TeMOQIUIIEI0
HNOLIMPEHUMHU TUIIAMH KPOBOTEUI €:

KPOBOBWJIMBM B M’SIKI TKQHWHU Ta BHYTPIIIHHOCYTJIOOOBI KPOBOBWJIMBU -
HEMOBJIAT 1 JIITed PaHHBOTO BIKY MPO KPOBOTEUl y CYIJIOOW/M’SI3U MOXKE CBIIUUATH
HeOa)kKaHHS KOPUCTYBATUCS KIHIIBKOIO

paHHI CUMITOMH BHYTPIIIHbOCYTJI000BUX KPOBOBWJIMBIB Y MaJIEHbKUX AITEH €
OCHOBHHMM 1HIMKATOPOM TSKKOT reMopiIii.

KpOBOTEUI, MOB’A3aH1 3 MEIUYHUMHU MpoleaypamMu (HanpuKiIaa, BEHEIMYHKIIIS,
BCTAHOBJICHHS LIEHTPAJIBHOTO Karerepa, OOpi3aHHs KpalHbOI IUIOTI, IT"ITKOBHM TECT
JUTSl HOBOHAPOJIPKEHUX );

KPOBOBWJIMBH B LIKIPY Ta CIIM30B1 000JOHKH (HAMIPUKJIIAJl, POTOBOI MOPOKHUHH,
MOPOKHUHU HOCA);

eKCTpaKkpaHialibHI KPOBOBUJIUBH.

VY pasi migo3pu Ha TeMod IO HEOOXITHO PO3TIISIHYTH aHAMHE3 MAaIlEHTa 010
BUIAJIKIB KPOBOTEUl, AHOMAJIbHUX a00 HE3’SICOBAHUX KPOBOTEY Yy CiMEHHOMY
aHaMHe31, K1 BUHUKAIHM y PLAHUX OpaTiB uM cecTep ab0 poANUiB YOJIOBIYOI CTATI MO
MaTEepUHCHKIH JIiHIT (TOOTO JABOIOPIIHMM OpaT, ASAKO0 a00 111 IO MaTePUHCHKIN JTiHiT),
100 OIIHUTH CXEMY YCMaJKOBYBaHHS Ta BCTAHOBUTH J1arHO3.

XapaktepHuM (EeHOTUIIOM reModinii A € CXWIBHICTh 10 KPOBOTEY, TIKKICTh
akux Kopemtoe 31 ctyneHem aediuuty FVIIL. Y moaeit 3 Tsoxkumu opmamu reModiii
A BHUHHMKaIOTh CIOHTAHHI KPOBOBWJIMBH, SIKI MOXYTh OyTH HEOE€3MEUHUMH Ta
CTAaHOBUTH 3arpo3y st kuttd. KpoBoBunuBH, po3BUTOK iHri0iTopiB no FVIII,
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yckmnanaeHHs 3 6oky OPA Ta i1 cepiio3H1 HacIiAKK XBOpoOU, 3a3BUYail, BUHUKAIOTh
y YOJIOBIKIB, aJIe¢ MOXKYTbh CIIOCTEPIraTUCS M y JCSKUX JKIHOK-HOCIIB Ta MOTPEOYIOTh
MOKUTTEBUX JIIKYBAJIBHO-TIPEBEHTUBHUX 3aXO/IiB.

Tabamnus 1 3B°A30K MK TSZKKICTIO KPOBOTe4i Ta piBHeM GaKTOpiB KoaryJasiii

CTyme. Pisens FVIII Emnizox kpoBoTeui
TSKKOCTI
5-40 MO/ CuiibHa KpOBOTEYA IIPHU CEPHO3HINA TpaBMi
Jlerkumii (0’05_?’40. MO/mr ) abo a00 XIpypriyHOMY BTpYYaHHI; PIIKICHI
9-<40% B1J1 HOPMAJILHOTO . ;
) CITIOHTaHHI KPOBOTEUI
piBHS
1-5 MO/ IlepiogudH1 cHOHTaHHI KPOBOTEI;
.. | (0,01-0,05 MO/m) a60 p1oZt POBOTEHAL,
Cepenniit TpHUBaja KpoBOTEUa NPH JIETKIHA TpaBMi

1-5% Bi1 HOPpMAIILHOTO
pIBHS

<1 MO/an
Tsoxxuii | (<0,01 MO/mn) a6o <1%
BiJl HOPMAJILHOTO PiBHS

ab0 XipypriuHOMy BTpy4aHH1

CrioHTaHH1 BHYTPIIIIHBOCYTIIO00BI Ta
BHYTPIIIHBOM $130B1 KDOBOBHJIMBH,

3/1€01JIBIIIOTO 32 BiJICYTHOCTI BIIOMUX
MIPUYHH, K1 BIUIMBAIOTh Ha TEMOCTA3

Tabamnus 2 JlokaJjisauisg KpoBoTe4y npu reMo@iJii Ta ix npudJIM3HA 4acTOTA

Kposoreui | Jlokanizauis Yacrora
Cyrnobu (remapTpo3)
YacTillle B OJJHOOCHOBI CYTJI00M: TOMIJTKOBOCTOTIHI, =~ 70-
KOJIIHHI, JIIKTHOBI; pijlie y 6araTooCchOBi: MJICYOBI, 80%
Cepiio3ni | 3an'sCTs, KyJIbIIOBI
M’s13u, 0oco0auBO MOOKI BiILIHU (KITyOOBO- ~ 10-
NONEPEKOBUH B, JIUTKHU, TEPEIIIIYYs) 20%
CnrzoBa 000JI0HKA pOTa, HOCA Ta CEYOCTATEBUX IUISIXIB
. | IITyHKOBO-KHIIIKOBA ~5-10%
3arposiusi
[Ius1/ropio
JJIS1 SKMTTS :
BayTpimHbouepenHa <5%

1) JlabopaTopHi KoaryasiniiiHi TecTH

JiarHoctuka reMo@unii IpyHTYETbCS Ha BUKOPHUCTAHHI CKPUHIHTOBHUX TECTIB,
takux gk [14 1 AYTY, abo aHaniziB GyHKIIH TpPOMOOLMTIB JIs BUSIBJICHHS MOXKJIUBOI
NPUYUHA KPOBOTEYl (3 ypaxyBaHHSAM TOTO (hakTy, IO HOpPMajbHI pPE3yJbTaTh
CKPUHIHIOBUX TECTIB HE BUKJIIOYAIOTh MOKJIMBOCTI HASBHOCTI KJIIHIYHO 3HAYYIIIOTO
MOPYIICHHSI TeMOCTa3y) Ta MiATBEPHKEHHS JIarHO3y aHalli3aMu Ha KOHIICHTPAIlIo
dakTopiB KoaryJssiii y mia3Mi KpoBi.

2) 3a6ip 3pa3kiB KpoBi.
[Tepen mpoBeAeHHSAM TECTIB PEKOMEHIOBAHO JOTPUMYBATHUCS 3BUYANHOI AIETH
0€3 HIYHOTO TOJOJYBaHHS Ta YHHMKATH IHTCHCHUBHUX (I3UYHUX HaBAaHTaKCHb;
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0e3mocepeTHb0 Tepe]] BEHEMYHKIIEI BIAMOYUTH JEKUIbKa XBUJIWH (IHTEHCHBHE
¢b13M4He HaBaHTaXEHHS, CTPEC, 3alaJICHHs] Ta BariTHICTh MPU3BOAATH 0 IMiJIBUILICHHS
aktuBHOCTI FVIII Ta VWF).

Koarynsiiitai 1oCTKeHHS € Ty»Ke YyTIMBUMH Pi3HUX ()aKTOPiB BILTUBY. Tomy
MOTPIOHO JOTPUMYBATHUCH MEBHUX BUMOT MPU MIATOTOBIN A0 JOCIIKEHHS, a caMe:
YHUKATH JIIKYBaHHS 3 BBEJICHHSM I1JIa3MHU KPOBI (CBIKE3aMOPOKEHHOT) MPOTATOoM 3 - 4
TWKHIB TIepea JOCHIDKeHHSIM, BBeleHHs koHieHTpatiB FVIII 3a 4-5 ni6 mepen
JTOCITIDKCHHSIM, BIPOAOBXK 7-10 1HIB Tmepex MOCHIIKEHHSIM YHUKATH JIKIB 3
MOTEHILIHHUM BIUIMBOM Ha PE3yJIbTaTH TECTIB (alleTUIICANIIINIIOBA KHCIIOTA).

[NnepmimigeMiss MOKe BIUIMBATH HA BU3HAYEHHS 4Yacy 3rOpPTaHHS KPOBI, SKIIIO
BUKOPHCTOBYIOTHCS KOATryJIOMETPH 3 ONITHYHUMH CHUCTEMaMH.

BenemnyHkIis IPOBOAUTHCS B aCENITUYHUX YMOBax Toyikoro 19-21 kamibpy ans
nopociux Ta 22-23 kanilOpy aist aited. 3pa3ok BiAOMParOTh 0€3MOCEPEIHBO 3 BEHU,
0e3 BUKOpPHCTAaHHSA KaTeTepa BMOPOAOBXK | XBWIMHHM MICIS HAKIaJaHHS JDKTYTa,
YHUKAIO4H TPUBAJIOT0 BEHO3HOTO 3acT010. KpoB 30MpatoTh y MIIaCTUKOBUH MITTPHUI] 200
BaKyyMHY CHUCTEeMY 300py, YHUKAIOUH CITIHIOBAHHA. Y MPUCYTHOCTI MAIll€EHTA 3pa3Ku
KpPOBI HEraitHO MapKytoTh (1M’s Ta MPI3BUILE MAllI€HTA, 1AeHTU(IKAIIHHUN HOMEp a0o
JlaTa HapoKEHHS, JaTa 1 9ac Bi100py).

Pe3ynbTaT CKpHUHIHTOBUX TECTIB JO3BOJIAIOTH YACTKOBO OXapaKTEpHU3yBaTH
KaTeropiro MOpyLIeHb TeMOCTa3y Ta BU3HAYUTH MOTPeOy MOAAIBIINX TOCHTIKEHb. Y
NEeSKUX TAalleHTIB 3 JIETKUMH MNOpyWeHHsAMH Tremoctasy (X¢B, reHetnuHo
NIATBEPKEHI Jierkl popmu remodinii A abo B, nopyuieHHs QyHKU1i TpOMOOUUTIB,
nepiuut FXIII, piakicHi nopymeHHs GpiOpuHOIMI3y) pe3yabTaTH CKPUHIHTOBUX TECTIB
MOXXYTh BUSIBUTHCS HOPMAJTbHAMH.

Tabiuus 3. InTepnperaunis pe3yabTaTiB CKPMHIHTOBUX TECTIB

Mo>knuBHiA 11arHO3 [IporpombiHOBHIT AKTHUBOBaHUM Kinbkicth

yac JaCTKOBHUH TPOMOOITUTIB

TPOMOOIIACTHHOBU I
qac

Hopma N N N
I'emodinist A abo B N POJIOHTOBAHUI ™ N
XBopoba dbon N N / npononroBanuii* | N/ 3HuKeHa
Binnebpanna
JledexT TpomMOOLIHMTIB N N N / 3HmKEeHA

Hpumimru: N —y mexcax nopmu, *maxa src kapmuna moxcauga 3a ymos oegiyumy FXI, FXII,
Npexanikpeiny abo 8UCOKOMONEKYIAPHOLO KIHIHO2EH) .

[Ipy mnepBUHHOMY [1arHOCTUYHOMY OOCTEXEHHI MaII€HTIB 3 KIIHIYHOIO
17103pOt0 Ha TeMOodiTiI0 A peKOMEHI0BAHO BUKOPUCTOBYBATH OJTHOCTAIIMHHI aHai3
FVIII, a 3a motpebu 1 xpomorennutii anamniz FVIII:C.

[TamieHTaM 3 aHOMAJBHUMH pPE3yJbTaTaMH CKPUHIHTOBUX TECTIB MOXHA
MPOBECTH KOpPEKLIHI abo 3MmimyBanbHi TecTu 3 Bukopuctanusm [IHII, mo6
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BU3HAUUTH 4YUM 0OyMOBIieHI mopymieHHs — faedpiuutom FVIII uu nupkymorounmu
aHTHUKOATyJISTHTaMH ab0 1HT101TOpaMH.

3) Tecr Ha iHridiTOpNM

Crnig TpOBOIWUTH CUCTEMATHYHUN KOHTPOJIh Ta KOMIUICKCHE JIiKyBaHHS
iHri6iTopiB /it JI3I', 0cOOIMBO KOJIM MAlll€EHTH NepeOyBalOTh Y TPyIl HAWBHILIOTO
pusuky npotaroM nepmux 20 excrno3uiii KOK (mig «oaHie0 eKCHOo3UIIE» MalOTh
Ha yBa3i yci KOK, ki BBOAATHCS NPOTAToM 24-TOJUHHOTO MEPio1y) 1 A0 TOCATHEHHS
75 excriosumivi CKpUHIHT Ta aHATI3W Ha 1HTIOITOPH € YKUTTEBO BAKIUBUM TSI OyIb-
KO KOMIUIEKCHOI MpOorpaMu JiKyBaHHs remModinii. OKpiM TUIaHOBUX TECTIB Mij 4ac
npodinaktuku KK, Bu3HaueHHs 1HTIOITOpPIB MOKa3aHE y BUIMAJKAX 3a3HAYCHUX Y
Tabmumi 4.

Tabanus 4. [loxka3aHHA 119 IPOBEJACHHS TECTY HA iHri0iTOpH
*Tlicas mepmoi eKCIO3HIIiT"
[Ticns iHTeHCUBHOT (>5 nHIB mocniib) excrno3uiii KOK ynponosxk 4 THXHIB TICHsS
OCTaHHBOT'O BBEJICHHSI
PeunnuBu KpoBOTEd ab0 KPOBOBWIMBIB Y CYIVIOO-MIIIEHb, HE3Ba)KalOud Ha
aZiekBaTHy 3amicHy Tepanito KOK
BincyTHicTh BiAMOBII HA afaekBaTHY 3aMicHy Tepanito KOK
Hwxunit 3a ouikyBanuéi piBeHb BigHoBiIeHHS FVIII y mmasmi abo mnepiox
HaniBBuBeaeHHs: FVIII < 6 ronun micns 3acrocyBanns konuenrpary FVIII i3 CIIIT
HeontumanbHa kiaiHigHa abo 1abopaTtopHa BiANOBIAL Ha 3aMicHY Tepamito KOK
Ilepen onepauiero
HeonTumansHa micisionepaniiiia BiinoBiap Ha 3amicHy Tepanito KOK
Ipumimxu: *Excnosuyia — 6y0b-saxuii 24-200unnuii nepiod, npomszom K020 6600UMbCSL
npenapam, wo micmums FVII; KOK — konyenmpam ¢paxmopa xoaeynayii; CIIII — cmanoapmuutl
nepioo nanissuseoenns; FV I — paxmop VIII.
* Cucmemamuyunuii Konmponw in2ibimopie ma KoMnaeKcHe iKy6anHs npu NPUSHAYEHHi NepeunHOT npoGinaKxmuxu 3

K®K cnio nposooumu enpoooec nepuiux 20 excnozuyitt KOK («oona excnozuyiay - ye yci KOK, axi 6600amucs
npomseom 24-200unnoeo nepiody) i 00 docseHenHs 75 ekcno3uyill.

KinpkicHe BHM3HaueHHsS 1HTIOITOPIB TIPOBOJUTHCS METOJAOM beresma y
moaudikamii Heitmeren. [lo3utuBHuii pesynbrar Tecty Ha iHrioiTop mist FVII — me
tutp >0,6 beresna omudunp (bO), Ttutpm <5,0 BO Bu3HAYAIOTBCS SIK
cnaOkopearytounii 1Hrioitop, tutpu >5,0 bO sk cunbHOpearyrouuii 1Hri0iTop.
TpaH3uTOpHUI 1HTIOITOP — 1€ MO3UTUBHUMN 1HT101TOP, TUTP AKOTO OMYCKAETHCS HUXKYE
IPAHUYHOTO PIBHS MPOTATOM 6 MICSIIIB BiJ] TOYATKOBOI'O BUSBIICHHS 0€3 Oyb-SIKUX
3MiH y CXeMi JIIKyBaHHS, HE3BAXKAIOUH Ha MPOJIOBKEHHSI aHTUTC€HHOTO HaBaHTAXKEHHS
K®K. [lepcuctyrounii (CTiiiKkuii) iHT101TOP — 1€ 1IHTI0ITOP, TUTP STKOTO 3HUKYETHCS 00
nepecTae BU3HAYATUCS MICIs TpUBajoro nepioay BiacyTtHocTi BiuBy KOK; mpore,
yepe3 3-5 mi06 micns moBTOpHOTO HaBaHTaxeHHs K®OK 3HOBY migBumyeTbes
(aHaMHECTHYHA BIIIOBIJIb).
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4) 'eHeTHYHE TOCTiIKEHHS

I'eneTnuHe D0CHiTKEHHSI MOKe OYyTH 3aIPONIOHOBAaHE:
B YCIX BHIIaJIKaX 13 KIIHIYHO II1J03pPIOBAHOI0 TeModiaiero ado BHUIAJKaX
reMoii 3 MATBEPKEHUM JIa0OPATOPHUM J11arHO30M;
yCiM OOJIraTHUM HOCISIM — JJISI BU3HAYCHHS MOJICKYJIIPHOTO BaplaHTy st
MOKJIMBOT MaiOyTHBOI MPEHATAIBHOI JIIarHOCTUKH;
yCIM KIHKaM POJUHH, SIKI BXOJSATh J0 «TPYHU PHU3UKY», JUIsl BCTAHOBJICHHS
CTaTyCcy HOCIS, IO € KPUTHYHO BAXJIMBUM IS ONTUMAJIHHOTO TIPEHATAIHLHOTO
KOHCYJIbTYBaHHS Ta TECTYBAaHHS, SKIIO II€ MOKa3aHO, ab0 I mepeaiMILIaHTaIlliHOT
TCHETUYHOI JTIarHOCTUKH;
yCIM XiHKaMm 13 cumntomami (3 Hu3bkuM piBHeM FVIII a6o FIX) 6e3 poaunHoi
icTopii;
JUTSI IPOTHO3YBAHHS PU3UKY PO3BUTKY 1HT10ITOPIB y 0CIO 13 reMOQIIII€lO;
JUISL TPOTHO3YBaHHS BiAMOBIA1 Ha Teparito I1T;
Hocisimu remodinii A € BUKITIOUHO KIHKH (AUB. TaOIHIIO ), K1 37€01IbIIOTO
HE MalOTh CUMIITOMIB XBOPOOH, OCKUJIbKU, HE3BAXKAIOUYM HA HASBHICTH aHOMAJIbHOTO
reHa F8 B oxniit X-xpomocowmi, 1HIa X-XpoMOocoMa MICTUTh HOPMaJbHUM TI'eH, 10
BupoOJisie FVIII Ha piBHI HXKHBOT MEXI1 Jlana30Hy HOPMHU.

Taduuus S. OcoOu, sIKi BBAKAIOTHCA HOCIAMU remogiii A
O0JtiraTHi Hocil IToTeHuiiHi HOCIT

VYci 6iosioriuni 109ku 6aTbKa 3 reModiiiero A
Bionoriuna matu auTUHH 3 TeModuIiel0 A 'y
K01, e xoua O OJWH UIeH POAMHH Mae
remoddiiito A (Opat, i1 MO0 MAaTEepPUHCHKIH JiHIT,
JIbKO, TIFIEMIHHHUK a00 ABOIOPIIHUM Opat) abo
€ TIJATBEPPKEHUM HOCIEM (MaTH, CecTpa,
0abycsi 1O MaTEepUHCHKIA  JIiHII, TITKa,
TJIEMIHHUIS a00 BOIOPIIHA CECTpa)
Biosioriyna matu >2 mitel 13 remodiaiero A

bionoriuna modyka, cecTpa, Matu,
0al0ycsi MO MaTepUHCHKIN JiHii,
TITKA, INIEMIHHUII a00 JBOIOPITHA
cecTpa Hocls remodimi A
bionoriuna Mathm OUTHHU 3
remoini€to, y  sKoi HE
BCTAHOBJICHO HAsIBHICTh reMo(iii
A a00 HemMae BCTAHOBJICHOTO HOCIS
y CiIMEHHOMY aHaMHe3l1

2.JlikyBaHHA

1) MpodinakTuyHa Tepamnis

[TarieHTH 3 MOBTOPHUMU KPOBOTEYAMH Y MOJIOJIOMY BIlli, sIKI MalOTh CYTJIO0H-
MillieHl, TOoTpeOyroTh Habarato Bummx 3amumkoBux piBHIB FVIII Ta OGinbm
IHTEHCUBHOTO PEXKHUMY TpOQPUIAKTUYHOI Tepamii s 3amobiraHHs MaiOyTHIM
KpoBoTeuaMm. DEHOTHN CXWJIBHOCTI 7O KPOBOTEY, HaBeJAeHUW y Tabmuii 6, €
pPE3YJIbTaTOM CYKYITHOTO BIUIMBY T€HOTHUITY MAIliEHTa, CTaHy 370pOB’S CYIJIOOIB Ta
0COOIMBOCTEN OBEIIHKH.

Taoauus 6. YuHHUKM, 110 BILIMBAKOTH HA GeHOTUIT CXMJILHOCTI 10 KPOBOTEY
\ I'enernuni BigMiHHOCTI \ Hereneruuni Bigxminnocti
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BapianT remodimii PiBHI Ta TUITK aKTUBHOCTI
PiBHI iHIIKMX Mpo- Ta dyHKIIOHAIbHA 3JaTHICTh Ta (Pi3MYHA KOOPIWHAIIISL
AQHTUKOATYJITHTHHUX OLIKIB | (cHIIa, THYYKICTb, piBHOBara, CTaOlIBHICT,
3ananbHi peakiiii, 1o PYXJIUBICTBD)
BILJIUBAIOTH Ha PusukoBa noBesinka
CHPUNHSATIUBICTD J0 BbynoBa Tina, 30kpema cTaH M’s131B
MOIIKOKEHHS CyTJI001B HasBHicTh  Ccyrino6iB-MimieHeii abo BCTaHOBJICHOI
BHACJI/I0K KPOBOTEY reMo(UTIYHOT apTpomnaTii
BuHHUKHEHHS TpaBMH
Haiikpami  pesynpTaTé  3a0e3nedye  MaKCUMalbHO  paHHIM  MMOYaTOK

npo(diTaKTUKU, 110 00YMOBIIIOE KiIacu(iKaIlito Mpo(iIaKTUKH 38 4aCOM.

Tabanus 7. BusHayeHHs: npodiJIaKTHKHU 32 4YacoM iHimianii

[TepBunna | Perymsipna Oe3nepepBHa mpodiuIakTUKa po3noyaTa 3a BiJCYTHOCTI
3aJIOKYMEHTOBAaHUX YIIKO/)KEHb CYIJIOOIB, BU3HAUYEHUX (PI3UUHUM
OrjsioM Ta/abo  JIarHOCTUYHMMM  METOAaMHU  Bi3yamizaiii 110
BUHUKHEHHS JPYroro KIIHIYHO OYEBHJHOTO TeMapTpo3y 1 10
JOCSITHEHHSI TPUPIYHOTO BIKY

Bropunna | Perynsaphna 6e3nepepBHa npodijiakTiKa po3noyara micis >2
reMapTpo3iB, ajie 10 YIIKOJKEHHS CyIilo0iB, Ke 3a3BUUail
B1JIOYBAETHCS Y Billl >3 POKIB

Tperunna | Perynsipuna 6e3nepepBHa npodijlakThKa po3rnoyaTa micyisi BAHUKHEHHSI
JIOKYMEHTAJIBHO TATBEPIKEHOTO YIIKOKEHHS CyTiI001B (3a3BUYail y
3pLIIOMY BIII1).

Jist edekTUBHOT TMPOPUIAKTUKA BaXJIUBO MIATPUMYBATH CTAJIUNA 3aXUCHUHN
piBenb FVIII B kpoBi Butie 3-5 MO/ y Oyab-sikuii yac. Oco0auBOCTI MPOQ1IaKTUKH
y PI3HUX KaTEropii nmari€eHTiB 3 reMoQiiielo A HaBe/IeH1 B TAOIUIN 8.

Tabumua 8 Oco0mmBoCTI NMPOPLIAKTHKH Yy PI3HUX KaTeropid mnaumi€eHTiB 3
remodiiieo A

Kareropis nauienris

PexomengoBana
npoginakruka

Merta

VYci natienTtu 3

TSOKKUM (DEHOTUTIOM
remoinii A (TsbKKa-
noMipHa reModinis)

[IpodinakTuka KOHIIEHTpaTAMHU
FVIII nnasmMatnyaum 4u
pexkomOinanTauM 13 CITH /
[1ITH abo 3aminryBanbHa
Teparis

[TonepemxeHHs reMapTpo31B Ta 1HIINX
CTMIOHTaHHUX Ta MPOPUBHUX KPOBOTEY,
niaTpuMKa 310poB’st OPA ta
MIBUILEHHS IKOCTI KUTTS

[MamienTtu 3 3aMinryBajibHa Teparis [onepemxeHHs: TeMapTPO3iB Ta IHIINX
remodimiero A 3 CIIOHTAaHHUX Ta MPOPUBHUX KPOBOTEY,
HasBHICTIO nigTpuMka 310poB’st OPA Ta
iHTi61TOpIB 110 FVIII HIIBUINEHHS IKOCTI JKUTTSI

INamienTu 3 [Ipodinaktuka koHneHTparamu | [lomepemkeHHs peluIMBIB

MTOMIPHOIO-TSIKKOIO
dbopmoro remodiii A,
SIK1 TIEPEHECITH

FVIII masmaTnyaum uyn
PEKOMOIHAHTHUM (KITIHIYHUH
MOHITOPHHT BiJIITOBiJII HA

3arpo3JIMBUX JUIS JKUTTS KPOBOTEY,
0COOJIMBO POTATrOM Nepuux 3-6
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HeOe3neuny st Teparnito, 4acTi JJabopaTtopHi MicsiB micis BUK (maliBummii pusuk
KUTTSI KPOBOTEUY TECTH ISl BUSIBJIICHHSI PEIUINUBY)

1HTI01TOPIB) abo 3amillyBajibHA

Tepanis
Jitu 1o 3 pokiB 3 [IpusHauenHns 3amicHOi Tepamii | [TonepemkeHHs iHTpaKpaHiaIbHAX
TSDKKOIO (hOpMOIO 3 MOMEHTY BCTAHOBJICHHS KpPOBOBWJIMBIB, T€MapTPO3iB,
remodimii A JiarHo3y CIIOHTaHHUX 1 MPOPUBHUX KPOBOTEY,

SK1 MOXKYTb MIPU3BECTHU 10
IHBaJTiIM3aIlii Ta ypaXeHHs Cyriao0iB

[TamienTtu 3 [IpodinakTuka KOHIEHTpaTaMH | 3MEHIIEHHS KUTbKOCTI TeMapTpO3iB,
remodimiero A 3 FVIII i3 CITH / ITITH a6o CIIOHTaHHUX 1 MPOPUBHUX KPOBOTEY,
O3HAKaMHM ypakKeHHs | 3aMillyBajbHa Teparis Ta YNOBUJIbHEHHS POTPECYBaHHS
Cyrio0iB reModiIi9HOI apTponarii

Vi ma mienTH 3 OntumansHuUM € BUKopucTanHs | [lomepemkeHHs reMapTpo3iB Ta 1HIINX
TSOKKMM (PEHOTUIIOM | TIPETapaTiB 3 I/II NUISIXOM CIIOHT@HHMX Ta MPOPUBHHUX KPOBOTEY,
remoiii A 3 BBE/ICHHS nigrpuMka 310poB’st OPA Ta
HasIBHICTIO abo I ABUIIEHHS SIKOCTI JKUTTA
YTPYAHEHOT O Bcra”osiieHH [II[BK

BEHO3HOT'O JIOCTYITY
Hpumimxu: FVIII — ¢pakmop FVIII; OPA — onopno-pyxosuii anapam; [111H — npononeosanuii
nepioo nHanissusedenns, CIIH — cmanoapmuuil nepiod HanieeueedeHms

2) JlikyBaHHSI TOCTPUX KPOBOTEY

Mera JiKyBaHHS: 3yIMHKa KPOBOTEUl, 3a100IraHHA 1i pelUIUBY, 3MEHIICHHS
YCKJIaJAHEHb Ta BIAHOBJIECHHS (YHKIII TKAaHMH Ta/ad0 OpraHiB [0 CTaHy, SKUH
nepeayBaB KpOBOTEYI.

OCHOBHUM METOJIOM JIIKYBaHHS € HeraiiHa (akTopHa 3amicHa Teparis, II0
3MIMCHIOEThCS TuTa3MoBUM  a0o0 pekoMmOiHanTHUM KOK 13 CIIH / IIIH naus
3a0e3nedeHHs] BUCOKMX 3axucHuX piBHIB FVIIl (b6axxaHux TmiKOBUX pIBHIB).
Pospaxynok no3yBanHs KOK:

PazoBa no3a FVIII = maca Tina narienTa (kr) X 0akanuit mkoswuii pisersb FVIII
(MO/nn) x 0,5

baxaHi miKOB1 piBHI Ta TPUBAIICTh TE€pamii BU3HAYAIOTHCS TUIIOM KPOBOTEUl, a
KpaTHICTh BBeIEHb — NepioioM HaniBBuBeAeHHS KDK.

Tadimusa 9. Cxemu JiKyBaHHS KpPOBOTeY Npu remModuaii A, HeyCK/IaJAHEHIH
iHridiTopammu

Tun xpoBoTeui Husbpkomo30Ba npakTuka™ Bucoko030Ba npakTuka
[TikoBuit TpuBamicts [TixoBuit TpuBamicts
piBeab FVIII | mikyBanHus piBeab FVIII | mixkyBanus
(MO/m) (mmi)™ (MO/n) (ami)™

Cyrno0b 10-20 1-2¢ 40-60 1-2¢

[ToBepxueBuit M’s13 / BiACyTHICTh HB-ycknagHeHb (KpiM KiyOOBO-TIONEPEKOBOTO
M’513y)
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1 10-20 | 2-3% | 40-60 | 2-32
Kiy6oBo-nmonepexoBuii M’s13 / riauboki M’s3u 3 HB-momikomkeHHsIM a00 3HAYHOIO
BTPATOIO0 KPOBI

OYaTKOBA 20-40 1-2 80-100 1-2
nigrpumyBasbHa | 10-20 3-5° 30-60 3-5°
BryTpimHasouepenHa
MOYaTKOBa 50-80 1-3 80-100 1-7
niarpumyBaibHa | 20-40 8-14 50 8-21
30-50 4-7 - -
["opyo 1 mus
MOYaTKOBa 30-50 1-3 80-100 1-7
nigrpumyBaibHa | 10-20 4-7 50 8-14
[1[;1yHKOBO-KHIIIKOBUM TPAKT
IOYaTKOBA 30-50 1-3 80-100 7-14
niarpumyBaibHa | 10-20 4-7 50
HupkoBa 20-40 3-5 50 3-5
I'mu6Gokwuit po3pus | 20-40 5-7 50 5-7
Omneparris (Beauka)
JI0 oIeparii 60-80 80-100
nicis onepartii | 30-40 1-3 60-80 1-3
20-30 4-6 40-60 4-6
10-20 7-14 30-50 7-14
Onmnepariist (He3HaYHA)
710 omepartii 40-80 50-80
micist onepamii | 20-50 1-5° 30-80 1-5°

Hpumimru: *Axwo pecypcu obmediceni; Hudxcui pieni 3amicnoi mepanii K@K eumacaromo
Habazamo mpueaniulo20 CHOCMePeHCeHHs: 3 BUCOKOI GIPO2IOHICMIO nompebu 000amKOBUX 88E0€Hb
K®K ona oocaenennsn yinvosoeo pisnsa FVIII, docsenenna adexeammozo cemocmasy ma 0odpux
HACNiOKi6 0/ ONOPHO-pYX06020 anapamy. ** 3amicna mepania K@K noeunna npoooeicysamucy 0o
MOMEHMY 3HAMMS WBI8 ab0 NOBHO20 3A20E€HHS NICAAONEPAYIUHUX PAH.

“Mooice 6ymu doswium, SKuo 6i0N0BI0b HEA0eK8amHa; %Inooi dosuue, Hanpuxiao, 6MopuHHa
npoghinakmuka nio uac @izuunoi mepanii; ‘°3anedxcno 6i0 npoyedypu, KilbKiCmb 68€0eHb
susHauaemvcs nepiooom Hanigsugedenns K@K, axuil 3acmoco8yemuvcs 6 KOHKPEmHOMY GUNAOK).
FVII — gpaxmop VI, KOK — konyenmpam gpaxmopa xoacynayii, HB — netiposackynsapuuil.

Taoimus 10. Knacudgikauis Bixnosiai Ha 3aMicHy ¢GaKTOpPHY Tepanilo

Biagminaa IToBHE 3HATTSA OO0 Ta/ab0 MOBHE 3HMKHCHHS O3HAK IMPOIOBKCHHS
KPOBOTEYI MICJISI TOYaTKOBOTO BBEICHHS MPOTATOM & TOJWH, SIKE HE
BHUMarae rnojajibIioi 3aMicHOI Tepartii (haKTOpoOM MPOTATOM 72 TOAWH
MICJIsl TOYATKy KPOBOTEUI

Hob6pa 3HauHEe MOJETIIeHHs OO0 Ta/ad0 MOM SKIICHHS O3HAK KPOBOTEUl
IPOTATOM MPUOIU3HO 8 TOAWH TICIsS OJHOPA30BOTO BBEJICHHS 3
notpebor0 BBeACHHS Oulbine 1 103U 3amicHOI Tepamii (akTopom
IPOTATOM 72 TOAWH JIiJIsl TOBHOTO MPUITMHEHHS
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[Tomipna [TomipHe mosermeHHs: 000 Ta/abo MOM’SIKIIEHHSI 03HAK KPOBOTEUl
OpOTATOM NPUOIU3HO 8 TOJWH TICHs TEPBUHHOTO BBEICHHS 3
noTpebor BBeAeHHA Outbine 1 7g03u 3aMicHOI Teparii (akTopoM
npoTArom 72 roauH 6e3 MOBHOTO MPUIIMHEHHS
Bincyrtaicts | BincyTHicTh @00 MiHIMaibHE MOJIMIIEHHS a00 MOTIPIICHHS CTaHy
BIIITOBI1 MPUOIM3HO MPOTATOM 8 TOJHMH MIC/ISA IEPIIOro BBEICHHS

Ipumimru: euznauennsi cmocyromocs nikyeanusa npenapamamu i3 CIIH 3a eiocymnocmi
iHeibimopis. Busnauennsa moocyms nompebysamu moougikayii 01s nayienmis 3 ineibimopamu, 3a

ymog 3acmocysanns KOK 3 IIITH abo 00xionux 3aco0ie, a makodc nayieHmis, siKi Ompumyoms
npoghinaxmuxy.

Taoaunus 11. Bubip remocTaTHYHHX 32C00iB MPY NPOPHMBHUX KPOBOTEYAX

[Ipodinaktuunuii | IHriGiTOpH BeneHnHst npopuBHUX KPOBOTEY

3acio FVIII

Konuenrparu — 301IBIIUTH YacTOTY BBeJIeHb Ta 703y KOK

FVII + Crannapthi go3u rFVIla abo KATIK

Eminuzymab — Konnenrparu FVIII B edekTrBHUX 103X

+ rFVIla B edextuBHux no3ax. Yuukatu KAIIK (a6o

3aCTOCOBYBAaTHM MEHII J03M 3 PETeNbHUM MOHITOPUHIOM)
qyepes pU3UK TPOMO03y / TPOMOOTHIHOI MIKpOAHTIOMmaTii

Ipumimku: «—» — nayieum 3 ineibimopamu; «+» — nayienm 0Oe3 incioimopis, rFVIila —
pekombOinaumuutl  akmusosanuu  ¢akmop VIla; KAIIK — KoHyeHmpam axKmueosanozo
npoOmMpOMOIHOB020 KOMNAEKCY.

3) JlikyBanus namieHTis 3 inridiropamu 1o FVIII

3amicHa Tepania KOK

st cnabkopearyrounx 1Hr101TopiB 3amicHa tepamiss KOK FVII npu roctpux
KPOBOTE€YAX € ONTUMAJIbHOIO, SKIIO JOCSTaloThCS BHUMIPIOBaHI piBHI (akropa.
HeoOxigHuii peTenbHUd MOHITOPUHI KIIHIYHOI €()EKTUBHOCTI, OCKUIbKH JJIs
JOCSITHEHHSI TEMOCTAa3y MOKYTh 3HaJIOOMTHCS OUTbILI BUCOKI JTO3H.

3a BIJCYTHOCTI OOIPYHTOBAHOIO Ta MEPEBIPEHOrO aIrOpPUTMY JI03YBaHHS,
BUKOPUCTOBYEThCSI HAcTynHa (opmyna ans ouiHku KiabkocTi FVIIL, HeoOxinHOI y
SKOCT1 HABaHTA)XYBAJIbHOI JJO3M JJIs HEUTpasi3alli 1HrioiTopa:

[Maca Tina (kr) X 80 % [(1 — remaTokpuT) X TUTp aHTUTLI (OB)]

Pini FVIII cnin BumiproBaT uepes 15 XBUITWH TICHsS 3aBEpIIEHHS OOIIOCY.

[Ipu cunbHOpearyrouux 1HTIOITOpax I JIIKYBaHHS  KPOBOTEY  CIIIJ
3aCTOCOBYBATH Teparmiio O0OXiTHUMHU (IIyHTOBUMH) 3aco0amMu (peKOMOIHAHTHHMA
aktuBoBaHuii  ¢akrop VIla (rFVIla), a0o koHUEHTpaT  AaKTUBOBAHOIO
nporpombiHoBoro kommiekcy — KAIIK)

I'emocTaTnuHi 00XxigHi 3aco0u
JlikyBaHHS OOX1THUMH TpenapaTaMu, K MPaBUIIO, CKIATAETHCS 3 OJIHIET 103U
KAIIK a6o nBox no3 rFVIla. Edextusnicts aox mo3 rFVIla (90-270 mxkr/kr) abo
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onuiei mo3u KAIIK (75-85 oauHUIL/KT) € CIIBCTABHOIO JJIS JTIKYBaHHS CyTriI000BOTO
KpOoBOBWIMBY. [Ipu 11bOMY JI€sKi TAIli€EHTH MOXKYTh MaTH Kpallly BiJITOBib HA OJIUH
3aci0, HK Ha 1HIIUH, 0 MAKPECIIOE BAKIUBICTD 1HIUBITyali3allii Teparii.

Taoauua 12 . JIikyBaHHS rOCTPUX KPOBOTeY y MAali€HTIB 3 remModiiiecro A ta
iHridiropamn

. . Caabkopearywui ce e
I'emodgiiia A poropeary CuibHOpearyoui iHridiropu
IHTi0iTOpHN
3aci0 FVIII2 rFVIla a6o KAIIK®
abo FVIII®
Mounitopunr | AktusHicts FVIII Tpomboenacrorpadis
Anamni3 (FVIIL:C)
Cropouenns: KAIIK — xonyenmpam axmuosanoeo npompomoinosoeo komniexcy, FVI — ¢axmop VIII; FVIII:C —

axmusnicmo FVIII; rFVIla — pexombinanmuuti akmusosanuti paxmop Vila.

2Heobxione niosuwere, wacmiuie 003y8aHHs, SIKWO NEPiod HANIBEUBEOCHHS CKOPOUEHUIL.

Y nayienmis, sixi nepebysaiomv na npoginaxmuyi emiyusymabom, cnio ynuxamu KAIIK abo sacmocosysamu ii02o 3
00epedCcHicmio Y MeHWuUX 003ax uYepe3 pPusux mpomoOomuuHnoi mikpoanzionamii (nonepeodicenHst y YOpHIll pamyi).
Obepedcnicmv makodc Heobxiona npu 3acmocysanti rE'VIla y nayienmis na emiyuszymadi, AKi maromos ¢axmopu pusuxy
mpomoO03y uepes pusux iHgpapkmy miokapoa abo embouii necenesoi apmepii.

¢V nayienmis i3 cunvHopeazyrouumu in2ibimopamu, y AKUX Mump iH2i0imopie Ha OaHUll MOMEHM € HU3LKUM, MOJNCHA

posensioamu eukopucmantsa FVIII, 3 pemenvHum MOHIMOPUH2OM AHAMHECUYHOL 6I0NO0BIOI.

OnHak, SKIIO TEeMOCTa3 3aJUIIAEThCA HE3aJOBUILHUM TMPU  OKPEMOMY
BukopuctanHi rFVIla ado KAIIK, koxkeH 3 HUX MOXHa 4YepryBaTH KOXH1 6 TOJUH.

KomGiHoBane / mocmioBHe JIKyBaHHS OOXiIHUMH 3aco0aMu MOTpeOye
PETENBHOTO MOHITOPUHTY IIOJAO MOKJIMBOCTI TPOMOO3y Ta JIMCEMIHOBAHOIO
BHYTPIIIHbOCYAUHHOTO 3TOPTaHHS.

Jiia nanieHTiB 3 reMogiiel0 A 3 HaAABHICTIO IHTI0iTOpPa 1A peryJsipHoOL
NpoIAKTHKH CJIi/] 32CTOCOBYBATH He()aKTOPHY Tepamilo (eMinu3ymao).

dakTop-3aMiHIOBAJIBHUI Mpenapar — eminu3ymad — 1e OicnenudiyHe
MOHOKJIOHaJbHE aHTUTLI0 1 MiMeTHK FVIII mist mpodinakTuku KpoBOTEY y MAII€HTIB
3 reMoQuIi€er0 A 3 1HT10ITOpaMu Ta 6€3 HUX.

Ockinbku eMinu3ymad 3aBaxkae nposeaeHHo aHamniziB FVIIL:C ta Bu3HaueHHIo
iri61TopiB 10 FVIII 3a nonmomoroto ogHocranaiiHoro ananizy FVIIL, nns BusiBneHHs
1Hri101TOpiB 0 FVIII BUKOPUCTOBYIOTH CHIEIiabHUN XPOMOTE€HHUN aHa13

Inaykuisi IMyHHOI TOJIEPAHTHOCTI

VY mnaiieHTiB 3 reModiier0 A, y SIKMX pO3BUBAIOTHCS CTINMKI clabKopearyrodi
1HT101TOpU po3risaaeTbes npoBeneHHs tepanii IIT, mo nepeabauvae yacre (iHOAi
noicHHe) BBeieHHs KoHLeHTpaTiB FVIII 1o 3HuKHEHHS 1HT101TOPIB.

Eniminanig 1ariditopa nuisixoM T yenimnza y 70%—80% namieHTiB 3 TSHKKOIO
dbopmotro remodinii A. Bianosinps Ha [IT Moxe OyTu MeHII CIPUATIMBOIO Y TAI[IEHTIB
3 IOMIpHOIO / JIETKO0 TeModiiero A.

Yemimaicts [IT BU3HauaeThest 3a CTIMKMM HETaTMBHUM TUTPOM bertes3na, 1110
CYNPOBO/IKYETHCS HOPMAJIbHOIO  (PapMaKOKIHETUKOI0, BKJIOYAIOUM BIJTHOBJICHHS
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piBHA (hakTopa >66% Ta mepioJ HamiBBUBEASHHS >6 ToauH misa ctaHgapTHuX KDOK
FVIIL. TIlicns npocsruenns ycmimHoi IIT wMoxkna posmouatd abo BIIHOBUTH
npodinakTuky 3 Bukopuctanasm FVIII.

ITix gac IIT, skmo y mari€eHTIB CIIOCTEPIral0OThCsA YacTi KpOBOTEUl, X MOXKHA
3YNUHUTH IIYHTYIOUUMHU [IpenapaTamMu ado NpuU3HaYUTH NPOPIIaKTUKY HEPAKTOPHOIO
Tepariero (emMiru3ymao).

Ockinbku IIT Bumarae yactux iH¢y31i (1HKOJIH MOACHHUX ), TOMY HEOOX1THUHN
XOPOIIUNA BEHO3HUN AOCTYN. Y MaJCHBbKUX JITEH 3 MAJIMMHU BEeHaMH Ta/a00 OTaHUM
LHEHTPAJIbHUM BEHO3HUM jaoctynoMm, Juisl npoBeneHHs IIT 3azpuuaii [IIBJI. Onnak
BukopuctanHsa [I1IBJl mos's3aHe 3 TakuMH YyCKJIaTHEHHSIMH, SK 1HQEKIii Ta/ado
TpoMmOO3u. 3 1€l MPUYMHU eMinnu3ymMad, SKUH BBOIATH II/I, BBAXKAETHCS OLIBII
MIPOCTHUM BapiaHToOM, Hik ctanmaptHa IIT.

[Ticnsa nocsruenns kpurtepiiB ycmimHoi [IT MoxHa po3noyaty a0 BITHOBUTH
npodinakTuky 3 Bukopuctanusm FVIIIL.

Taoauus 13. Kpurepii yenmimuoi I'TI
Criiikuii HeratuBHuii TUTp bere3na (<0,6 BO/Mn y >2 mocnigoBHUX TecTax) 3
HOpMaJIbHUMH NoKa3HuKamu ¢apmakokineTnku FVIII i3 ctangaptHuM nepiogom
HaIllBBUBEICHHS:

noka3HuK BinHoBIeHH: piBHA FVIII >66% npoTsirom >2 micswiB

1epioj] HaliBBUBEACHHS >6 T'0JIMH

Iigroroska 10 XipypriuHux BTpy4aHb 200 iHBa3MBHUX NMPOLEAYP

3a3ganeriip BUBHAUUTH 1 CIUIAHYBAaTH I'€MOCTATUYHY MIATPUMKY Ta MOJAJIbIIIe
CIIOCTEPEKEHHS 3 PETEIIbBHUM MOHITOPMHIOM KJIIHIYHOI BIJIIOBI/I1 HA TEPAIIiI0, a TAKOXK
Oe3MeKr yepe3 pu3uK TpoMO03y abo KoaryionarTii ClOKHUBaHHS.

[TamientaMm 13 ciiabKopearyrourMMHy 1HT101TOpaMu pEKOMEHI0BaH1 OLIbII BUCOKI
ta vacTiimn no3u KOK, HiX 3a3BHyail; MOKHA TpoBECTH Oe3nepepBHY 1H(DY310 3
KopuryBaHHsM 1034 FVIIL.

[TamieHTaM 13 CHJIBHOpEAaryrOYuMu 1HTIOITOpaMH PEKOMEHJIOBAaHA Tepartis
ooxigaumu 3acobamu (rFVIla ado KAIIK), Ha BuOip mikaps. SIkimo MoHOTeparis
0OX1HMM 3ac000M HE CIIpaIbOBY€E, pEKOMEHI0BaHe YepryBaHHs BBeneHb rFVIla ta
KAIIK 3 peTeapHUM KIIHIYHUM MOHITOPUHTOM MO0 PU3HKY TPOMOO3Y.

[Ticnst qocsTHEHHS M MIATPUMKHU FeMOCTa3y Y BUOPAHOMY PEKUMI MPOTIATOM 3-
5 IHIB, 103yBaHHS MOCTYIIOBO 3MEHILYIOTh BIPOAOBXK 1-3 THXKHIB.

Taoauus 14. Cxema nmocJi1oBHOI Tepanii 00XiTHUMHU 3ac00amMu
Yac nodu | 6:00 9:00 12:00 |15:00 |18:00 |21:00 |24:00 | 3:00 6:00
PexumMm rFVIla | KAIIK | rFVIla | KAIIK | rFVIa | KAIIK | rFVIla | KAIIK | rFVIla
Beegenus | 90 50 90 50 90 50 90 50 90
MKI/Kr | On/kr | Mxr/kr | Op/kr | Mxr/kr | Og/kr | MKI/kr | OO/Kr | MKT/KT
Hpumimku: YFVIla — pexombinanmuuti akmusosanuii paxmop VII; KAIIK — xonyenmpam
AKMUBOBAHO20 NPOMPOMOIHOB020 KOMNIEKCY, K — Kiloepam, mke — mikpoepam, Q0 — 00uHuys.

MenukaMeHTO3HUI CynpoBi XIpypriYHUX BTPyUYaHb y NAII€HTIB 3 TeMOQLITI€I0
A, 3a1eXuTh BiJ 00’ €My XIpypriuHOTO BTPyYaHHS.
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BusHaueHHsi 00’emy xpypriunux BTpy4ans (Santagostino, et al. )

Benuki XipypriuHi BTpy4aHHs Mani Xipypriusi
BTpYYaHHS
Busnauenns InBasuBHa  XipypriuHa mpoueaypa, ska | [HBa3uBHa omepaTHBHA
BIJIMTOBiJa€ HACTYITHUM O3HAKaM: npoueaypa, Mpu  sKii
ITpoHMKHEHHSI B IOPO>KHUHHM TiJ1a 3a/isiHI TUIBKHM IIKipa,
[TomonanHs Me3eHXIMAIBHOTO Oap'epy MyKO3HI MeMOpaHu a0o
[TomkomxenHst daciii MMOBEPXHEBA CIIOJyYHA
Bunanenns opraHis TKaHUHA.
Bynp-sika 3MiHa HOpMaJIBHOT aHATOMI{
OuikyBana TpuBaiicTh | He MeHIe 7 AHIB, BKIIOYHO 3 JHEM omnepamii | MeHme 7 TTHIB,
BeeaecHus FVII, musa BKJIFOYHO 3 THEM
3YOUHKHA KpPOBOTEY, IIIO oreparii
BUHUKIA B pe3yabTaTi
oreparii
JlikyBaHHS bontocHe BBeneHHs abo TpuBaina iHYy3is BosnrocHe BBeneHHA
Jo3a Jlo3a BHM3Ha4YaeThCs BIAMOBIIHO 10 MicueBoi | [Jo3a BHU3HAYAETHCS
npaktukd.  [IpoTokonmn ~ peKOMEHAYIOTH | BiATIOBIIHO 110
nineoBuid piBerb FVII B mmazmi 50 MO/ | MiclieBOi MPaKTHKH.
MOYMHAIOYH 3 JTHS BTPYYaHHS JO 7 JTHS TICIIS
oneparii

[Tamientam 3 remoduiriero A Ta 1HrIOITOpaMH, SIKI OTPUMYIOTh HE(PAKTOPHY
Tepamito 1 Kl TOTYIOTbCA [0 HE3HA4yHOi omepaunii ado 1HBAa3WBHOI MPOILEAYpH,
PEKOMEHIOBAHO 3aMiCHY Tepariio (hakTopaMu 3rOPTaHHS KPOBI B HU3bKHUX J103aX a00
il BIZICYTHICTb.

st marieHTiB 3 reModuniero A Ta cia0KopearyrouuMH 1HTIOiTOpamu, sKi
OTPUMYIOTH €MilM3yMal 1 sIKi TOTYIOThCS JI0 Cepilo3HOi omepailii abo 1HBa3WBHOI
poreaAypy, peKoMeHa0BaHo mpenapat, mo mictuth FVIII. V marieHTiB, ki MarOTh
cuiIbHOpearyroui iHrioitopu, cmia HagaBatu nepeBary rFVIla mepen KAIIK, gepes
pHU3HUK TPOMOOTHYHOI MikpoaHTionaTii. HeobxigHo obepexxHo 3acTtocoByBatu IFVlla
y TMAaIl€HTIB, SIKI OTPUMYIOTh €MIM3yMald 1 MarTh (PAKTOPU PU3UKY TPOMOO3y
(HampuKIIal, MepeHeceHa BEHO3HAa TPOMOOeMOOJIis, OKUPIHHA, KypIHHS, XpOHIYHA
iH(DeKIis, 3amajJieHHs]) 4epe3 pU3UK TOoCTporo iHGapkTy Miokapaa 0e3 migiiomy
cermenTa ST Ta em00511i JIereHeBoi apTepii.

JInist maiieHTiB 3 remMoiniero A Ta 1HT101TOpaMHu, K1 BAKOPUCTOBYIOTh TEPAIIII0
OOXIIHMMHU 3aco0amMu, PEKOMEHAOBAHO MPOBOAUTHU KIIHIYHMM MOHITOPUHI Ta
PO3TIIIHYTH HEOOXITHICTh JTaOOPaTOPHOTO MOHITOPUHTY 3 BHUKOPHCTAHHSIM aHAI3y
YTBOPEHHS TPOMOIHY Ta 1HIIMX TECTIB KOAryJorpamH.

Tabimus 15. BuzHaueHHA aIeKBATHOCTI reMOCTa3y JAJIs IPOBEACHHS XipypPrivyHuX

npouenyp
Biaminauit KpoBoBTpara nig yac Ta micias onepauii He nepesuirye 10% Bia
OYlKyBaHOT*
Biacyrnicts noTpeou BBEJICHHS IOJATKOBUX

(me3artanoBanux) 103 FVIII, mpenapariB o0xigHOI 11i ma
[ToTpeba nmepenuBaHHS KOMIIOHEHTIB KPOBI1 SIK Yy MAIli€HTIB 0€3
reModiii
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Xoporuii KpoBoBtpara mnig yac ta micis oneparii 10-25% Bin ouikyBaHOi ™,
ajie pi3HUIIA HE € KITHIYHO 3HA9yI[0I0* *
BincytHicTh noTpeou BBEJICHHS JIOJATKOBUX

(re3ammanoBanux) 103 FVIII, npemapariB o0xiaHO1 1ii ma
[ToTpeba nepenvBaHHs KOMIIOHEHTIB KPOBI SIK y IMAII€HTIB 0€3
remodiii
3amoButeHuli | KpoBoBTpaTa mig dac Ta michs omepariii Ha 25-50% Buma Bixg
OUlKyBaHOT* 1 BUMarae J0JaTKOBOTO JIIKyBaHHSI:
nmoTpeda BBEICHHS MOJAaTKOBUX (He3arutaHoBanmx) no3 FVIII
abo mpenapatiB 00XigHOT 1ii ma
BUIIa TOTpeda neperuBaHHs KOMIIOHEHTIB KPOBi (aje He O1IbII
AK YJIB14l B1JI O4IKYBaHOI)
IToranmii / | KpoBoBTpaTa mig yac Ta micis orepamii Ha >50% Buma Bif
BIJICYTHIH OUIKYBaHOI*, BMUMarae BTPy4YaHHs Ta HE MOXKe OyTH MOsSCHEHA
THIIIOIO XIPYPr1YHOI / MEAMYHOIO TPUYUHOI0, OKPIM reModiiii
HEOUiKyBaHa TinoTeH3is ado nepeseneHHs A0 BIT BHaciigok
KpOBOTEY1 abo
00’eM TmepenrBaHHS KOMIIOHEHTIB KpOBI OUIbII, SIK YABIYl
BHIIMHI, HDK OYIKyBaHUH
Hpumimru: FVII — ¢paxmop VI BIT — giodinenns inmencusnoi mepanii; *Ouikysana —
maxa, AK y nayicumie 0e3 cemoinii. [na oyinku Xipypeiunoi Kpo8osmpamu MONCHA MAKO’C
3acmocogysamu pigHi 2emo2nobiny 00 ma nicis onepayii ma KilbKicmb OOUHUYbL Nepenumoi
epumpouumapHoi' Mmacu. **leypeltmm? cemocmas  nNnOB6UHEH OL[iH}OBGmM xipype ma/a60

anecmesionoe, AKUll bpas yuacms y npoeeoenHi onepayii, a MeOuyHi 3anucu ciio 8ecmu npomseom
72 200uH niciisi XipypeiuHo2o 6mpyuanHs.

OproneanyHi BTpyYaHHsI IPpH reMoQiii.

JIist marieHTiB 3 reMoii€ro, SKi TOTYHOThCS O OPTOMEAUYHOI XipypridyHOl
orepailii, HalKpaii pe3yiabTaTd OoTpuMytoTh y 303, 10 HAAAIOTh CIEHiali30BaHy
MEIUYHY JOTIOMOTY MaIi€eHTaMm 3 remoduriero. Taki mamieHTH MarTh TEHACHIIO 10
MEHII COPUATIMBOTO MPOrHO3Y BIAHOBIECHHS (DYHKIIII CYri001B Ta OUIBIIOT KUTBKOCTI
NicAsSoNepaliiHiX YCKJIaJHEHb Yy TOpIBHSAHHI 13 3arajiHol0 nomyssuiero. B
OCHOBHOMY, 1€ 3yMOBJIEHO HAsIBHICTIO YCKJIQJHIOIOUUX (DAKTOPIB Ta YIIKOJKEHHSIM
JEKUIBKOX CYTJI00IB.

[TicnsionepaiiitHuii OIS MaIlleHTIB 3 reMoiTielo BUMarae, OKpiM 3aMicHOT
Teparii (akTopoM (HaillkpamuM BapiaHTOM € Oe3rnepepBHa iH(Y3is) abo 1HIIOT
PO ITAKTUKH, PETEIBHOTO KOHTPOJIIO OOJIIO.

BaxxnmBor0 4aCTHHOIO KOMIUIEKCHOTO JIIKYBaHHS € SIK Mepejonepalliiia, Tak i
micisorepaniiiia  paHHs MOOLTI3ars VIS OTpPUMAaHHS ONTUMAJILHOT'O
(GYHKIIOHATTEHOTO PE3yJIbTaTy.

Pannst MoOimi3allis MOBUHHA MMOYMHATHUCS SIKHAWCKOpIIIE, B ifleali — y JeHb
xipypriunoi omepariii. Ceancu Ttepamii mOTpiOHO CHPSIMOBYBATH Ha BiJHOBJICHHS
GyHKIII OpraHi3mMy, TaKUX K 00’ €M PYXJIMBOCTI Ta M'sI30Ba CHJIA, @ TIOTIM TIOCTYIIOBO
M1JBUIIYBAaTH IHTEHCUBHICTh TPEHYBaHb Ha (YHKI10HAJIBHICTh Ta BUTpUBAIICTD. 1100
3ano0irTu (opMyBaHHIO CYrJ000BUX CHANHOK Jy»e€ BaXKJIMBO 3aCTOCOBYBATH PaHHIO
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MOO1TI3AIlII0 Ta PETEIBHO MPAIIOBATH HAJl BITHOBICHHSAM PyXIUBOCTI. [IpoTsrom 1miei
da3u Takox mMOTpiOHA yBara y pasi MOBUIBHOTO 3arolOBaHHS pPaHU 1 TKAHWUH 3
ypaxyBaHHSM PU3UKY TIOBTOPY KPOBOBUJIUBY.

@OyHKIIIOHATBHE BiTHOBIICHHS € KIHIICBOIO METOIO JIIKYBaHHs, aJie 32 YMOBH, 110
BIIHOBJICH1 yC1 MOXKJIUB1 (DYHKIIIT OpTaHi3My.

JIikyBaHHSl YCKJIQJHEHb 3 OOKY ONOPHO-PYXOBOI0 amapartry Ta CYNYTHIX

3aXBOPIOBAHb

Tabauus 16. JIikyBaHHs 1aTOJI0Til OOPHO-PYX0BOro anapary y JI3I'

IlaToJoris Kpurepii TakTuka
T'octpuii cuHOBIT | 3ananeHHs PerynsapHi ¢izuyni oniHku: 06’eM cyrinobda, M’s30Ba
CHUHOBIAJIbHOT CWJIa, HAasBHICTb BUIIOTY B MOPOXKHHUHI CYTio0y,
000JIOHKH HiCIIs | aMIUTITYAa pyXiB, CTYMHiHb OOJLOBOTO CHHIPOMY 3a
TOCTPOro TeMapTpo3y, | Bi3yaJbHOI AHAJIOrOBOIO MIKAJIOK HICNs KOXKHOTO
TPHUBAE 710 3 MICSIIIB remaptpo3sy; Y3/] cyrioba
XpoHiuHUM 3anajieHHs [Ipodinaktuka 6-8 TWKHIB (32 BIACYTHOCTI
CHHOBIT CHHOBIQJIbHOT perynsipHoi), ¢i3udyHa Tepamis IS TOKpAIICHHS
00O0JIOHKH, IO TPHUBA€E | M’A30BOi CHWJIM Ta (YHKIIOHYBaHHS, CEIEKTHUBHI
nmoHaj 3 micsii iHTi6iTopH LIOI'-2. 3a BicyTHOCTI eeKTy XiMiYHHHA
cuHOBiOpTe3 | 1H €KIIs/THXKACHD 5-6 TKHIB + 1
noza KOK Ha koXHY mpoueaypy, AaHECTETHK
MiclieBoi  Aii, MepopaibHI  aHaIbMeTHKH. 3a
BIICYTHOCTI  e(eKTy CeJCKTHUBHA  eMOOJIi3allis
KPOBOHOCHHX CY/IUH, AK1 3a0e31euyioTh
KpOBOIIOCTa4YaHHs CHHOBIaJIbHOI 000JOHKH, abo
XipypriyHa CHHOBEKTOMis (6a’kaHO apTPOCKOIIYHA)
I'emodiniuna HesBopoTHe Ha pannix cragisx MPT ta Y3]] cyrio0iB Ta M’ IKHX
apTponaris MOIIKO/KEHHS XPALIB | TKAaHWH, Ha MI3HIX - peHTreHorpadis cyrioda
1 kicTok 13 Brpatoro | [IpodinakTuna 3amicHa Tepamis, 3HEOOJEHHS,
¢byHkuii cyriao6iB ax | GisuuHa Tepamis, JOHTeTH, OPTOMEIUYHI MPHUCTPOI,
JI0 aHKIJI03y 3aco0u Ui TIepecyBaHHS; MOCHIIOBHE HAaKJIaJIaHHS
riNCOBUX IIMH Ta amapaTiB JUIsl PO3TATYBAaHHS JUIs
KOPEKIii 3rUHaJbHUX KOHTPAKTYp MiJl MPUKPUTTIM
FVIII
Koncympramiss ~ opromema;  BUAM ~ BTPYYaHb:
CHHOBEKTOMIsl Ta YHILEHHs Cyryio0a; apTpOCKOIIis
(BUBLIIBHEHHSI ~ BHYTPIIIHbOCYTJIO00BHX  CIAMOK,
BUJAJICHHS ~ €NIEMEHTIB, fKi OJOKYIOTh pyX);
BUBUTBHEHHSI M’ SIKMX TKaHWH 1033 CYTJIOOOM ISt
JTIKyBaHHS KOHTPAaKTYD; OCTEOTOMis JUTST
BHIPABJICHHS KyTOBO1 nedopmartii; aptpoaes (s
TOMIJIKOBOCTOITHOT'O CYT100a); 3aMiHa cyrioba.
[IceBnonyxnuna | Cnenudiyne Y3/, KT (a6o KT-anriorpadis), MPT. Ha panniit
YCKJIQJIHEHHS cTafii (10 YTBOPEHHs IICEBJIOKANCYJIM): 3aMiCHa
remodimii 3 | repamis FVIII 6-8 TixkHIB; 32 yMOB 3MEHIIICHHS HA
MOTEHIIIHOIO V3]l — noBTOpHE OOCTEXEHHS uepe3 4-6 MICSAIB.
3arpo3010 BTpaTH | [Hmi BapianTH: acmipailis 3 iH’ eKIisiMU (piOpUHOBOTO
KIHL{IBKH repMeTvka,  apTepiasibHa  emOomizamis  abo
pamioTeparis. Benuki NCeBIONMYXJIMHU: XIpypridyHe
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BHJIAJICHHS Pa30M i3 TICEBIOKAICYJIO0, /1ajli TpUBaIa

npodiTaKTUKA
[Tepenomu Pusuk ourst | HeraitHo BBectu konmentpat FVIII abo inHmmi
Cyrio00BHX reMocTaTuuHui 3aci®, Hagani minrpumka FVII B
TepeoMiB Tta | KpoBi >50 MO/mn >1 TwxKHA 3aleKHO Bifg
MepeoMiB  BHACHIJIOK | BIpPOTITHOCTI ~ KPOBOBWJIMBY, JoKamizamii i
OCTEOIIOPO3Y npu | ctabiapHOCTI  TmepenoMy; HacTynmHi 10-14  gHiB
reMoQuTIYHIHI nigrpumka FVIII B kposi B mexax 20-30 MO/nn 1o
apTponarii crabum3amnii mepeaoMy; peTeNbHUN  KIIHIYHUN

MOHITOPUHT  (PH3HK  KOMIApTMEHT-CHHIPOMY);
YHUKATH CYIIJILHOI 200 P03’ €MHOI T'IICOBOI OB’ I3KH
(xparie opToneMYHuN OaH1aX); TP BIAKPUTUX 200
iH(}iKOBaHUX TIEepeioMax — 30BHIIIHI ¢ikcaTopu. 3a
MO>KJIMBOCTI  YHHKATH TPUBAJoOi  iMMOOiTi3arlii,
¢bi3uuna Tepamis  Bigpasy micas  crabimizamii
nepenomy

Hpumimxu: FVII — gpaxmop VII; KT — komn tomepua momoepagisn; K@K — konyenmpam
gaxmopa roacynayii; MPT — maenimno pezonancua momoepagis,; [JOI-2 —yuknooxkcueenasu-2,
Y3/ — ynempazeykose 0ocniodtcenns.

Ta6auusa 1/. JlikyBanHsi cynyTHix 3axsopioBans y JI3I'

ITaToJiorist OcobsuBocTi Takruka

AptepianpHa | Pusuk yzaBiui Bumumii, HDK Yy | PerynsipHuili KOHTpOJIb apTepiaJbHOrO THCKY,
rinepTeHs3is 3arajbHid MOMYJISIT MEHEDKMEHT, 5K Y 3arajibHii oMyl
lmemiuna Yactora sk y 3aranbHiid | CKpUHIHT Ta MEHEKMEHT (aKTOPiB PU3UKY
XBOpoOa nonynsanii, ane  nokasHuku | CC3 sk y  3aranpHil  momysAwii;
cepust CMEPTHOCTI — HIKU1 IHAUBIgyalbHa OLIHKA PU3UKY TpomOo3y i

kpoBoteui, TskKkocTi CC3, KoOHCymbTaIlis
kapaionora. [Tpu nogsiiHiit ATT niarpumka
3anuikoBux piBHIB FVIII >15-30 MO/, npu
onnokommnonentuii ATT >1-5 MO/mn; He
MIpU3HAYaTH ATT rnmarjicaramM 13
CHJIBHOpEAr ylOUNMH 1HT101TOpaMH.
[Tinrpumysatu FVIII na pisai 80-100 MO/mn
micats UYKB mim  wac  ATT, micias

AOPTOKOPOHAPHOIO  IYHTYBaHHA —  JIO
3arO€HHsI paHH

Di0punsLisn Koncynbranis JKapsa-KapaioJora. v

nepeacepIp MAIIEHTIB 13 TSHKKUMHU-TIOMIpHUMH (popmamu

remodinii A BpaxoByBaTu 6a30Bi piBHi FVIII,
pu3uK iHCYNbTY 3a mKkanoro CHA2DS2-VASc
Ta  TPOTHO30BAHMH  pPU3MK  KPOBOTEHI
BHachiok AKT. Pusuk iHCynbTy < pHU3UKY
kpoBoTeui: npunuHuTH AKT. Pusuk iHCYynbTy
> pu3uky kposoreui: AKT 3 miarpumkoro
saqumkoBux piBHiB FVIII >15-30 MO/n.
Bucoxkuii pu3uk KpoBoTeUi Ta TpOMO0EMOO0ITIi:
OKJIIO3i  BYIIKAa  JIBOTO  MeEpeacepns;
namieHTam 3 1HT101TOpaMu AKT
POTHUIIOKA3aHa
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KapuuHOMa, capkoMa Karmorri)
abo BipycHoro remaruty C
(remaroneroasIpHa KapiuHOMa);
pu TPOMOOIIMTOTIEHI],
iHAyKOBaHIH  XiMio-  Ta/abo
pamioTepaIli€l0  BHIMUN  PUHK
KpOBOTEY1

XBopobu CwmeptHicth y 50 paziB Bumia, | [lepuroHeanbHuil  miaimi3  acOLIOETBCA 3
HUPOK HDK y 3arajbHii TOMYJALil; | BUCOKUM PU3UKOM [IEPUTOHEAIBHUX
(dakTOopu pHU3HMKY: JTHIH BiK; | iHEKIIH, ocoommBo B 0ci0 iHdpikoBanux BI'C
HaJIeKHICTB A0 iHImoi nmomynsuii, | / BIJI; mepeBary HamgaroTh remopiaiizy i3
HDK €BpPOIEOiaM 31 CBITJIOIO | 3acTOCyBaHHsAM remapudy Ta 1 go3u KOK mo
HIKipOIO; apTepianbHa | Ta  MiCHA  KOXHOI  NpOLEAypH; Tepen
rinepreHsis; anamHe3 HUpKoBHX | BctaHoBieHHsM [ILIBJI pisens FVIII 80-100
KPOBOBUJIUBIB, rematypii; | MO/nn, HactynHi 3 J1HI MIATPUMKA Ha PiBHI
npuiiom  aHtudiOpunomiTHkKiB; | 50-70 MO/nn
BUI-indexis, KOMOIHOBaHa
AHTHUPETPOBIPYCHA TepaIlis
Pax Yacrime n0yxauHA BHACHIIOK | OHKOJOTIYHUN CKPHUHIHT BiJIITOBIAHO JIO BIKY;
3JIOSIKICHI BUI-indexmii (HexOKKIHChKA | aJieKBaTHA  3aMiCHAa  Tepamis i 4ac
MyXJINHUA nimdpoma, 0a3aIbHOKIIITUHHA | JIAaTHOCTUKM  Ta JIKYBaHHS  3JIOSKICHHX

NyXJIMH; TOPOTUIIYXJIMHHI 3aco0M, fK Ul
3arajibHOi TOMYJISAMIi; MpH TSDKKIA TpUBamii
TpoMOOLUTONEHIT TOCTiiiHA TpodiTaKTHIHA
3aMicHa Teparis. 3a BiICYTHOCTI 1HTIOITOpIB
npodinaKkTuka BTE 3a OIIIHKOIO
IHAMBITyalbHOTO  PH3WKY  KpOBOTEYi 1
TpoMOO03y; KOHTPOJIb  aHTUTPOMOIiHY-3,
nporeiny C Ta mporeiny S, dakropy
BinneOpanna, mia3MiHOTEHY, BH3HAYEHHSA
1HT16iTOPY A0 TUIa3MiHOTEHY, IO JO3BOJIUTH
miarpumyBatu aktuBHicTe FVIII Ha piBHI,
HUKYOMY Bin aiamasony pusuky BTE. VYV
Bunagky rocrporo emizony BTE Bucoko
inTencuBHa AKT MiHIMalbHOI TpUBANOCTI 13
3amimeHHsaM FVIII mig perenbHuM KiiHIKO-
nabopaTopHuM KoHTposeM. besneunicts AKT
Ha TJI1 3aCTOCYBaHHS eMillM3yMady He BUBUEHA

Hpumimxu: ATT — anmumpomodbomuuna mepanisn; AKT — aumukoazynasnmna mepanis, BIJI —
sipyc imynooepiyumy moounu; BI'C — eipyc cenamumy C; BTE — eenozna mpomboembonia; KOK —
Konyeumpam gaxmopa koazynayii; IIL{B/] — npucmpiii yenmpanvroco enoznozo docmyny, YKB —
yepe3uKipHe KOpOHAapHe 8MpPYUaHHs.
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V. PECYPCHE 3ABE3IIEYEHHSA BUKOHAHHSA ITPOTOKOJIY

Ha MoMmeHT 3aTBepIKeHHS MAaHOTO YHI(IKOBAHOTO KIIHIYHOTO MPOTOKOIY
3aco0M MaTepiaJbHO-TEXHIYHOTO 3a0e3MeyYeHHs] O03BOJIEHI [0 3aCTOCYBaHHS B
Yxpaini. [Ipu po3poOiii Ta 3acTocyBaHHI BHYTpIIIHIX JOKyMeHTIiB 303 He0oOXiaHO
MIEPEBIPUTH peecTpallito B YKpaini 3aco0iB MaTepiaabHO-TEXHIYHOTO 3a0€3MEUYCHHS,
K1 BKIIIOYAIOTHCS 71O BHYTPIlIHIX A0KyMeHTIB 303, Ta BIAMOBIIHICTh MPU3HAYCHHS
JIKapchbKUX 3ac0o0iB [HCTPYKINT 711 MEAMYHOTO 3aCTOCYBAaHHS JIIKApChKOTO 3aco0y,
3atBepkeHin MO3 Vkpainu. JlepkaBHHI peecTp TiKapchKuUX 3aco0iB YkpaiHu
3HaXOJUTKCS 3a CIIEKTPOHHOIO aapecoro: http://www.drlz.com.ua/.

1. IlepBuHHA MeIMYHA JONIOMOTa

KaapoBi pecypeu: mikapi 3arajibHOi TpakTUKH-CIMEHH1 JIiKapi, Jikapi
TepaneBTH, JiKapl neaiaTpy, 1HII MEIUYHI TPAIliBHUKH, sIKI OEpyTh y4acTh y HaJlaHHI
NEePBUHHOT MEMYHO1 JOTIOMOTH MallieHTaM 3 reModiieio A.

MarepiajibHO-TeXHiuYHe 3a0e3le4YeHHsi: OCHAUIeHHs BiAnoBinHO a0 Talens
OCHAIIICHHSI.

Jlikapcbki 3aco0u

AHTHrEeMOpariyHi 3aco0M: aMIHOKAIIPOHOBA KUCJIOTAa; TPAHEKCAMOBA KUCIIOTA.

Jlikapchki 3aco0u pi3HUX (hapMaKOTEepaneBTUYHUX TPy 15l CAMIITOMAaTUYHOTO
JKYBaHHS.

2. CreniaJjrizoBaHa MeIH4YHAa J0MIOMOTa

KanapoBi pecypcu: mikapi: remMaTojioTH AWTSIYl, TE€MaTOJOTH, OPTOIEIU-
TPaBMAaTOJIOTH, OPTONEAU-TPABMATOJIOTH AUTAYI, aKylIEpU-TIHEKOJIOTH, T'€HETUKH;
1HOI  axiBIll Ta CepeAHid MEIMYHUN TEepCOoHal, sKi OepyTh y4acTh y HaJlaHHI
CHeIiaTi30BaHO1 MEMYHOI JOTIOMOTH MaIfieHTam 3 reModuriero A.

MarepiajibHO-TexXHiuUHe 3a0e3MeuYeHHsi: OCHAIEHHs BiAMoBinHO M0 Tabemns
OCHAILICHHS.

Jlikapcbki 3aco0mn

I'emocTraTnuni 3aco0m: GakTopu 3ropTaHHd KpoBl: (DaKTOp KoaryJssiii KpoBi
VIII; aktuBOoBaHmii pekoMOiHaHTHUW (akTop Koarymsauii VII;  necmomnpecus;
emMinu3ymao.

AHTHreMoparivHi 3aco0M: aMIHOKapOHOBa KUCJIO0TA; TPAHEKCAMOBA KUCJIOTa

Jlikapchki 3aco0u pizHUX (hapMaKOTEepaneBTUIHUX TPYI JJIs1 CHMIITOMAaTUIHOTO
JIKyBaHHS.

VL. IHITUKATOPH SIKOCTI MEJUYHOI JOIIOMOI'

1. [TepeJtik iHAMKATOPIB IKOCTI MEAUYHOI JOMOMOTH

1) Haspuicte y 303, mo HagalTh CHEHiali30BaHy MEIUYHY JOIMOMOTY
narieHTaM 3 reModiiero A, KIHIYHOTO MapuipyTy narienTa (mani - KMIT).

2) Biagcorok marieHTiB 3 TeModimiero A, AkuUM OyJa0 3MIHCHEHO OI[HKY
e(pEKTUBHOCTI MIPOBEIEHOTO MOHITOPUHTY CTaHy YPa)XXE€HOTO CYTI00y MPH apTpomnarii.


http://www.drlz.com.ua/

43

2. [TaciopTH iHAMKATOPIB IKOCTIi MEIMYHOI JONIOMOTH

1) HasiBuicTh y 303, mo HagawTh cHemiajizoBaHy MeIUYHY JONOMOTY
namieHram 3 remodiiiero A, KMII 3 remogiiiero A.

3B’S130K 1HAMKATOpa 13 3aTBEP/PKEHUMM HACTaHOBaMH, CTaHIapTaMH Ta
MPOTOKOJIAMHU MEMYHOI JOIIOMOTH.

[HauKaTOp TIPYHTYETbCS Ha TOJIOKEHHSX  YHI(PIKOBAHOTO  KIIIHIYHOTO
MIPOTOKOJTY IEPBUHHOI Ta CHEIlai30BaHOT MeIUYHO1 AJormoMoru «I'emodiis Ay.

3ayBa)KeHHSI MO0 IHTEPIPETAIlii Ta aHAJI3Y 1HIUKATOPA.

Jlanuii 1HOUKATOpP XapaKTepu3ye OpTraHi3aIliiHUNA aCIEeKT 3alpOBaKECHHS
Cy4aCHUX MeIUKo-TexHoJoTiuHux nokymeHTiB (KMII) B perioni. SIkicTb MeAUYHOI
JOTIOMOTH TTaIliEHTaM 3 TeMOodiTier0 A, BIATOBIAHICTh HaTaHHS MEIUYHOI JOTIOMOTH
Bumoram KMII, ignoBignicte KMII yunnomy VYKIIMJ] nanuMm 1HAMKATOpOM
BHUCBITJIIOBATUCS HE MOXKE, alie JJIs aHalli3y LMX acMeKTiB HeoOXiJHE 00OB’S3KOBE
3anpoBapkeHHss KMII B 3akinazax 0XOpoHH 3710POB’sl.

ba:xanuii piBeHb 3HAYCHHS IHAUKATOPA:

2025 pik — 50%

2026 pix — 90%

2027 pik Ta moganbimii nepioa — 100%.

[HCTpYKIIis 3 00YUCIEHHS 1HAUKATOPA.

Opranizauis (303), sika Mae 00YUCITIOBATH 1HAUKATOP: CTPYKTYPHI HIAPO3ILIN
3 IUTaHb OXOPOHH 37I0POB'Sl MICHEBHX JAEP>KaBHUX aMIHICTpaLlil.

JlaH1 HaJAIOTHCS 3aKjIaJaMu OXOPOHM 30POB’S, 110 HAJAIOTh CHEIIali30BaHy
MEIUYHY JIOMTOMOTY, PO3TAllIOBAHUMH Ha TEPUTOPIi 0OCITYyTrOBYBaHHS, 10 CTPYKTYPHHUX
MIIPO3AUIIB 3 TUTaHb OXOPOHU 3[I0POB'A MICLIEBUX JE€pKaBHUX aaMiHICTpaiil. [aHi
HAJAI0THCS MOMITOI0, B TOMY YHCIII €JICKTPOHHOIO MOIITOO.

Meron oOuMclieHHsT 1HOUKATOpa: MIIPAXyHOK LUISIXOM py4yHOi  a0o
aBTOMAaTH30BaHOI 00pOOKH. [HANKATOP OOUUCTIOETHCS CTPYKTYPHUMH ITIIPO3I1JIAMH 3
MUTaHb OXOPOHU 370POB’S MICIICBUX JIEPKAaBHUX aAMIHICTPAIIH IMiCIsI HaIXOHKCHHS
iHdopmarii Big ycix 303, MmO HANATh CHEHIATI30BaHy MEIUYHY JIOMOMOTY
naiieHTaM 3 TemModuIiero A, 3apeecTpoBaHUX Ha TEpPUTOpIi O0OCITYrOBYBaHHS.
3HaueHHsI 1HAUKATOpA OOUNCITIOETHCA K BITHOIICHHS YACEIbHUKA /0 3HAMEHHHUKA.

3HaMEHHHMK 1HAMKATOpa CKjIadae 3arajbHa KubKicTh 303, 1m0 HAAaIOTh
Crieliajii3oBaHy MEAUYHY JOMOMOTY Tali€eHTaM 3 reMouliero A, 3apeecTpoOBaHUX Ha
TepuTOopli 00cIyroByBanHs. Jxepenom iHpopMallii € 3BIT CTPYKTYPHHUX H1APO3ILIIB 3
MUTaHb OXOPOHHU 3J0POB’S MICLEBUX JACPKABHUX aIMIHICTpallii, KU MICTUTh
iHdopMairito moa0 kibkocTi 303, 1110 HaAAIOTh CIeHiali30BaHy MEAUYHY JOTIOMOTY
namieHTaM 3 reMouIiero A, 3apeecTpOBAHUX HA TEPUTOPIl 0OOCITYrOBYBaHHS.

YucenpHUK 1HAWMKATOpa CKiIanae KuibkicTh 303, 110 HAAAIOTh CHEliali30BaHy
MEIUYHY JOMOMOTY MaiieHTam 3 reMoguiielo A, 3apeecTpOBaHUX Ha TEPUTOPIi
0OCIIyroByBaHHS, /Ui SIKUX 33J0KyMeHToBaHUM (akT HasiBHOCTI KMII 3 remodimiero
A. Jlxepemom iHdopmaliii € KMII 3 remodiniero A, Hamaamii 303, 1m0 HaIamOTh
MEIUYHY JOTIOMOTY TaKUM ITaIliEHTaM.
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3HaueHHs 1HAUKATOPa HABOAUTHCS Y BIJCOTKAX

2) Bigcorok mamieHTiB 3 remogimicio A, skuM 0yJi0 3XiCHEHO OLIHKY
epeKTUBHOCTI NPOBEAEHOr0 MOHITOPHMHIY CTAHY YPaKEHOr0 Cyrjody mnpu
aprponarii.

3B‘s30K 1HAMKATOpa 13 3aTBEp)KEHUMH HACTaHOBAMH, CTaHJapTaMu Ta
MPOTOKOJIAMHU MEJIUYHOI IOMTOMOTH

[HaukaTop TIPYHTYEThCS Ha TIOJIOXKEHHSAX YHI(DIKOBAHOTO KJIIHIYHOTO
MIPOTOKOJTY IEPBUHHOI Ta CHEIiami30BaH0l MeandHO1 gormomMoru «['emodimis Ay.

3ayBa)KeHHS 11010 IHTEpIIpETaIlli Ta aHaji3y 1HAUKaTopa

3rigHo 3 monoxkeHHsMu YKIIMJI, mae mpoBoauTHuCs OIIHKA €()EeKTHUBHOCTI
MOHITOPHHTY CTaHy YPa)X€HOTO CYIJIOOy MpHU apTpomartii — mpu KOKHOMY BUIAAKY
KPOBOBWIHBY Y CYIJIOO0.

[inpoBui (OakaHWil) pIBEHb 3HAYEHHS 1HAMKATOpa HA €Taml 3alpOoBaJKEHHS
VYKIIM/l He BU3HAYa€TbCs 3apajid 3aroOIraHHs BUKPUBJICHHIO peaIbHOI CUTyarlil
BHACJIIIOK aJIMIHICTPATUBHOTO THUCKY.

[HCTpYKINIS 3 O0UHCIICHHS 1HIUKATOpa

Opranizaiiis (3akaaj; OXOPOHH 370POB’s), sika Ma€ OOYUCITIOBATH 1HIUKATOP:
303, 1m0 Haja€e crieniaai3oBaHy MEAMYHY JIOMIOMOTY MailienTam 3 remodimieto A. Jlani
HagatoTbes 303, 1m0 HAAAIOTH CIEiali30BaHy MEAUYHY JOMOMOTY MallieHTam 3
reModuni€r0 A 10 CTPYKTYPHUX MIIPO3LIIB 3 MUTaHb OXOPOHHU 37I0POB’SI MICIIEBUX
JepKaBHUX aIMIHICTpaIlii..

JlaH1 HaJAIOTHCS MOIMITOI0, B TOMY YHCJ1 €JIEKTPOHHOIO MOIITOO.

Meron oOuMcieHHsT 1HOUKATOpa: MIAPAXyHOK LUISIXOM py4yHOI abo
aBTOMATU30BaHO1 OOPOOKH CTPYKTYPHUMH MIIPO3A1JIaMU 3 MIUTaHb OXOPOHU 3/I0POB’ 5
MICIIEBUX JAEP’KaBHUX aJAMIHICTpalliil micis Haaxo keHHs iHdopmarlii Bix ycix 303,
10 HAJIAI0Th CHEIiali30BaHy JI0NOMOTY HallleHTaMm 3 reMouIier0 A, 3apeecTpOBAHUX
Ha TePUTOPIi 0OCIyroByBaHHS. 3HAYCHHSI 1HANKATOPA OOUHCIIIOETHCS K BITHOIICHHS
YHUCEJIbHUKA 0 3HAMCHHUKA.

Jlo uncenbHUKA THANKATOPA BITHOCATHCA T1 MAIIEHTH 3 TeMODIIIEI0 A, TS IKUX
3aJIOKyMEHTOBaHA B TIEPBUHHIA MEIUYHIN JTOKyMeHTallli 1HQopMallis Mmpo OIlHKY
e(eKTUBHOCTI MPOBEACHOTO JIKyBaHHS (MOHITOPUHT CTaHY YPaXKeHOTro Cyrjoly mpu
apTporii), TpOBE/IeHa B CICIIaII30BAHOMY BIJIUICHHI MPOTITOM 3BITHOTO MEPIOAY.
[TamienTr, siki OynM HampaBieHl JIKapeM-TeMaTrojoroM / JiKapeM-reMaToiorom
TUTSYAM  JUIS  TPOBEJACHHS — BIAMOBIIHUX  KIIHIYHUX 1 J1abopatopHux [/
IHCTPYMEHTAJIbHUX JOCTIIKEeHb, ajie 1H(opMalis MNpo MNPOBEIEHI JOCIHIJKEHHS
BIJICYTHSI, 10 YMCEIbHUKA 1HIUKATOPA HE BKIIOUYAOTHCS.

[HarKaTOp OOYMCITIOETHCS CTPYKTYPHUMH MIAPO3JIJaMU 3 MUTaHb OXOPOHU
3I0POB’Sl MICIIEBUX JICP>KaBHUX aJIMIHICTpAIlii MIC/Is HaAXOMKEHHS B1J BCIX JIIKapiB-
reMaToJIoTiB / JIKapiB-TeMaToJIOTIB JTUTAYUX, 3aPEECTPOBAHMX Ha TEPUTOPIi
oOcyroByBaHHs, iH(GOpPMAIIiT 100 3araibHOI KIIBKOCTI MAIIEHTIB 3 rTeModiieio A, a
TaKOXX TUX 3 HHUX, Ui SIKAX HaBe[eHa 1HGopmarlisi Tpo OIMiHKY edEeKTHBHOCTI
MPOBEICHOTO JIIKYBaHHS TMPOTATOM 3BITHOTO TEpioay. 3HAYCHHS I1HAMKATOpA



45

OOYHUCITIOETHCSL SIK BIJHOIICHHS YWCETbHUKA 1O 3HAMEHHUKA Ta HABOJWUTHCS Y
BIJICOTKaX.

3HaMEHHHMK 1HJUKATOpa CKjajae 3arajbHa KIUIbKICTh TIAIIIEHTIB, SIKi
nepeOyBaloTh M1l HATJS0M JiKapsi-reMartosora / Jiikaps-reMarosiora JUTSY0To Ta
JJIsL IKUX 3apeecTpoBaHa iH(popMallis Mpo BUIMAA0K apTPOIaTii MPOTATOM 3BITHOTO
nepiony. Jbxepenom indopmarii € Qopma mnepBUHHOI OOJIKOBOI JTOKYMEHTAIlli
Ne 112/0 «Ictopisi po3Butky auTuHU Ne », 3aTBep/pkeHa HakazoM MiHICTepcTBa
oXxopoHH 310poB’ss Ykpainu Big 28 murHs 2014 poxky Ne 527 «IIpo 3aTBepKeHHS
dbopm mepBUHHOI 0OJIKOBOI TOKYMEHTAIlli Ta THCTPYKIIH MO0 X 3alIOBHEHHS, 1110
BUKOPHCTOBYIOTHCS Y 3aKJIaJIax OXOPOHH 3/I0OPOB’ST HE3aJIEKHO BiJ (OPMHU BIACHOCTI
Ta MATOPSAKYBaHHS, 3apeecTpoBaHUM Y MiHicTepcTBi IocTHIIT YKpainu 13 ceprns
2014 poky 3a Ne 976/25736 (nam - ¢popma Ne 112/0), dpopma nepBHHHOT 0OITIKOBOT
nokyMenTarlii Ne 025/0 «Menuuna kapta amOyJnaTopHOTo XBoporo Ne », 3aTBepiiKeHa
Haka30M MiHicTepcTBa OXOpOHH 310poB’ st Ykpainu Big 14 mororo 2012 poky Ne 110,
3apeecTpoBaHUM B MiHicTepcTBl rocTuilli Ykpainu 28 kBiTHS 2012 poky 3a No
661/20974 (nani - hopma Ne 025/0).

UucenpHUK 1HAUKATOPA CKJIaJa€ 3arajibHa KUJIBKICTh IMAIIEHTIB 3 TeMOD1Ti€r0
A, sxi mepeOyBaloTh IiJ HAIJISIOM JKaps-remaroliora / JiKaps-reMaroiora
JTUTSYOTO HAIMPHUKIHI 3BITHOTO IMEpioay, IS SKUX HasBHI 3alIUCH MPO MEIUYHUM
OTJIS]T 3 JaTOIO B MEXKaxX 3BITHOTO MEPioay, Ta HaBeaeHa iHGOopMaIlis TPO MOHITOPUHT
CTaHy YpPaXE€HOTO CyTJIO0y IIpU apTpomnaTii — Ipu KO)KHOMY BUITAJAKY KPOBOBUJIIUBY
y cyrio0. Jxxepenom iHdopmaiiii € popma Ne 112/0, popma Ne 025/0.

3HaYeHHs 1HAUKATOpPa HABOJMUTHCS Y BIICOTKAX.
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VIL Ilepeik JiTepaTypHHX AKepesl TAa HOPMATHBHO-NPABOBHX AaKTIB,

BHKOPHCTAHHUX NPH po3podui yHipIKoOBaAHOIO KIIHIYHOIO NMPOTOKOJIY MeAHYHOL
AONOMOTH

1. EnextponHuii lokyMeHT «KniHiuHa HacTaHOBa, 3aCHOBaHa Ha JOKa3ax
«emodinis A» 2024 pik.

https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/

2. Haka3z MiHicTepcTBa OXOpOHH 370pOB’sS YKpaiHM BiA 28 BepecHs
2012 poky Ne751 «IIpo CTBOpeHHS Ta BIIPOBAKEHHS MeEIHKO-TEXHOJIOTIYHHX
JOKYMEHTIB 31 CTaHAapTH3aLil MEAM4HOI JOTIOMOTH B cicTeMi MiHiCTepcTBa OXOpOHH
3710poB’s YKpainu», 3apeecTpoBanuii B MiHicTepcTsi rocTullii Ykpainu 29 naxcronana
2012 poky 3a Ne 2001/22313.

3. Haka3 MinicTepcTBa 0XOpOHH 37J0pOB’s YKpaiHu Ta AkafieMii MEAUYHHX
HayK Ykpaigum Big 31 ciuns 2003 poxy Ne 641/84 «Ilpo ynockoHaneHHS MEIHKO-
reHeTHYHOI JOIOMOTH B YKpaiHi».

4. Haka3z MinicTepcrBa OXOpOHH 3I0pOB’S YkpaiHu Big 27 >KOBTHA
2014 poxy Ne 778 «IIpo 3aTBepIKeHHS Nepeliky piakicHuX (opaHHKX)
3aXBOPIOBaHbY, 3apeecTpoBaHuii B MinictepcTsi locThiii Ykpainu 13 nucronana 2014
poKky 3a Ne 1439/26216.

5. Haxka3 MizicTrepcTsa OXOpOHH 310poB’s YKpainu Bif 28 nunaa 2014 poky
Ne 527 «IIpo 3aTBepmxeHHs HOPM MIepBUHHOI 00/1iKOBOI JJOKYMEHTallil Ta IHCTPYKLi#
MO0 1X 3alOBHEHH:, IO BHKOPHCTOBYIOTHCH Y 3aKiiajax OXOPOHH 3/I0POB’s, fKi
HafaloTh AaMOyJIaTOpHO-NONIKIIHIYHY JOIOMOrY HACEJICHHIO, HE3aleXHO Bl
MiMOpsA/AKyBaHHA Ta (GOPMU BIACHOCTI», 3apeecTpoBaHUil B MiHicTepcTBi FOCTHIT
Vkpaiuu 13 cepriag 2014 poky 3a Ne 959/25736.

6. Hakaz MinicTepcTBa OXOpOHM 3I0pOB’s YKpaiHu Bix 14 motoro
2012 poxy Ne 110 «IIpo 3arsepmxeHHs $HopM NepBUHHOI 00TiKOBOI JOKyMEHTalll Ta
iHCTpyKuiff momo iX 3anoBHEHHs, L0 BHKODHCTOBYIOTBCA Yy 3aKialaX OXOpPOHH
30POB’ s HE3AIEXKHO Bijl GOPMM BIACHOCTI Ta MiANOPSAKYBAHHA», 3aPEECTPOBAHUMN B
Miunicrepersi roctuuii Ykpainum 28 kBitHa 2012 poky 3a Ne 661/20974.

7. Haxas MiHicTepcTBa OXOPOHH 310poB’s YKpainu Bin 05 numnus 2005 poky
Ne 330 «IIpo 3anpoBajKeHHS BEOEHHSA EJIEKTPOHHOrO BapiaHTy OOJIKOBHX
CTATHCTHUYHHX (JOPM B JIiKyBalIbHO-NPOMIIAKTHIHMX 3aKJIaax».

8. Haka3z MiunicTepcTBa 0X0opoHM 30poB’s YkpaiHd Bix 13 rpyans 1999
poxy Ne290 «[lpo 3arBep/PKeHHS Taly3eBOi CTaTUCTUYHOI OOJIKOBOI MeAUYHOI
JIOKYMEHTAIlIT MEIUKO-T€HETHYHOI CIIyKOM».

9. Haka3 MinicTepcTBa 0XOpOoHHU 310poB’s YkpaiHu Bia 09.03.2010 Ne 211

«IIpo 3aTBep/KEHHS JEAKUX HOPMATHBHO-IIPABOBUX aKTiB 3 IIUTaHb CTBOPEHHA Ta
HOIATPHMKM CUCTEMH SKOCTI B Cy0'€KTaX CHCTEMM KpOBI», 3apeecTpoBaHWil B
Minictepcersi woctuiii Yipainu 8 qepBus 2010 poxy 3a Ne 368/17663.

10. Haka3z MinicTepcTBa 0XOpoHHM 3740poB’s YKpainu Bix 16 BepecHs 2011
poxy Ne 595 «IIpo mopsiAoK MpoBeZeHHs NpodiiakTHYHUX LIETUIeHk B YKpaiHi Ta
KOHTPOJTh SIKOCTI i 00iry MeIMYHUX IMyHOOIONOTIYHHX MpenapaTiBy, 3apeecTPOBaHHM
B MinicrepcTsi roctuuii Ykpaiau 10 sxoBTHs 2011 poky 3a Ne 1165/19903.
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11. Hakas MigicTepcTea oxoponn 310poB’s Yxpainm Bix 06 xsitas 2023
Poxy Ne 643 «Ilpo sareepmxenns CTaHRapTiB MeauwHOI JOMOMOTH «XpOHiuHMik
GonboBUit CHHAPOM y AOPOCTHX Ta JiTeH.

12. Haxas MinicrepcTsa oxoposn 30poB’s Vkpaimm in 12 Gepesns
2024 poxy Ne 418 «IIpo 3aTBepIKEHHS IHICTHAZIATOrO BHITycKy JlepxaBHOro
¢opmynapa NikapcLKHX 32c06iB Ta 3a6e3neyeHnHs HOTO JOCTYIHOCTI).

B.o. nupexropa JlenapramMenTty

MEeAHYHHEX HOCTYT €rreniit TOHYAP




Honmaroxk 1

70 YH1()iKOBAaHOTO KIIHIYHOTO MTPOTOKOITY
MIEPBUHHOI Ta CTEIiaIi30BaHOT MEANIHOT
nonomoru «I'emodinis A»

(miamyskT] myHkTy 2 po3aity 1)

JliarHOCTMYHE 3HAYEHHS TeHETUYHOI0 TO0CTi/I:KeHHs TPpu reMogisii A

[TpoGanau
JIFOJTU 3 KJIIHIYHOIO Mi03pOI0 Ha
remodinito A
JIFOJTU 3 JTAOOpaTOPHO
BCTaHOBJICHOIO TeMOQiTier0 A

\ 4

['eHOTHITYBaHHS 1HIEKCHOTO BUTIAJIKY LTSI
BHU3HAYEHHS OCHOBHOTO T€HETHYHOTO BapiaHTYy,
OIliHKA TITMOMHM TSDKKOCT1 (PEHOTHITY
[TepenbOavenHs pu3KKy MOsBU iHTiOiTOpA TA
BIJIMOBi1 HA IHYKIIIO IMyHHOI TOJIEPAHTHOCTI

O6niratHi HOCii remModinii A
[Morenuiitai HoCii remodimii A
Poauui ypaxkenoro npobana
Pondi moTeHIiiHOro HOCist

\ 4

O6uniratHi HOCii reModinii A
Poanui 5x1HOYOT cTaTi JIFOAWHU 3
remModiniero A

JKiHku 3 HU3BKUM (HEHOTUIIOBUM
piBHem FVIII

BuwmiproBanns ¢penorunoux piBaiB FVIII
['eHeTHYHE KOHCYJIBTYBAHHS IIIOJI0 PUBHKY
HOCIiicTBa

I'eneTnuHe TecTyBaHHS HA HasIBHICTD PaHIIIe
BHU3HAYEHOT0 F€HETUYHOTO BapiaHTa y reHi F8

\ 4

BariTtHi xiHKH-HOCIT
Bapianty FVIII, oo BuHomyrots
LTI Y0JIOBIYOT cTaTi

JlocmimkeHHs
TE€HETUYHOI /eMIreHeTUYHOI OCHOBU (PEHOTUITY

\4

Popunu, siki XouyTh

— OyTH rOTOBMMH /10 HAPOKEHHS
JTUTUHU 3 TEMOQITIEIO

— MPUIMHUTHU BariTHICTH 32
HasBHOCTI remo(inii y miona

[IpenaranpHa glarHOCTHKA
JUIs BU3HAYEHHs CTaTycy reMoQunii nioaa
(anaumi3 mo3akmituaHoi JIHK mnoma B
MaTEepUHCHKIH Maa3mi)

[IpenaranpHa giarHOCTUKA™
HIIIXOM 3a00py BOPCHH XOpiOHA Ha PaHHIX
TEepMiHaX BariTHOCTI a00 aMHIOLEHTE3Y Ha Mi3HIX
TepMiHaX BariTHOCTI

[TinTBepKeH1 HOCIT BapiaHTy
FVIII

[TepeniMmnanTaiiifHa reHETUYHA 11aTHOCTUKA JUIS
B1J100pYy eMOpioHa, IKUI He MPU3BE/E 10
HApOJDKEHHS XJIOMYHKA 3 TeMOo]1iTi€ro

Tpumimku: *6 ybomy 6unAaoKy peKomeH008aHO NPOBOOUMU MeCm HA 3a0PYOHEHHS 3PA3Kie

NI00Y MAMEPUHCOKUMU KITTMUHAMU.




[IponoBxkenns nonarka 1

AJITOPUTM IreHeTUYHOI'0 TECTYBAHHA NMPOOAHAIB 4010BI401 CcTATI
3 remoimiero A

Bceranosiienns ¢penoruny 6azosoro piBusa FVIII y npodanaa,
SIKHI BKA3y€ HA TAKKICTH Po3jaay

[Tomipua hopma remodimii A
(FVHI:C 1-5 MO/an)
Jlerka popma remodimii A
(FVII:C 5-40 MO/nn)

AHaJli3 peKypeHTHHX iHBepciii
v" TuBepcis intpona 22 FVIII
v' Tusepcis intpona 1 FVIII

He B8UAB1EeHO
A 4 \4

IToBHuMi1 reHeTnunmii ckpuHinr reny FVIII
(26 ex30HIB, MEXI CIIAMCHHTY, TPOMOTOP, HETPAHCIbOBaHI 00acTi 5’1 3”)
JJIsl BUSIBJICHHS 1 XapaKTEePUCTUKH MAJIMX BapiaHTIiB
(OTHOHYKJICOTHIHI BapiaHTH, HEBEIIMKI 1HCEPIIil, TyIUTiKaIii, Aemerii
B ocHOBHHX obOmactsax FVIII)

He BUABTIEHO He BUABTIeHO
A A 4

IlepeBipka Ha HasiBHicTBH Bapianii ynciaa komiit renis (BUKT)
- Benuki aexemii FVII
- 1yOJstoBaHHS
- CKJIaJiHI IEPEeCTaHOBKU

He 6UAB1EHO He BUABTIeHO

‘ YacTka namieaTis = 2,9%

JlocaiguTH MOKIUBICTh iHIIMX MOTEeHUIHUX AiarHo3iB
e xBopoOa (on BimeOpanma (turt 2N, 1HII THITH)
e noenHanuii gediur FV ta FVIII (marorenni Bapiantu y renax LMAN1, MCFD2)

He 6UA6TIEHO He BUABJIEHO
\4 v

B3situ 10 yBaru iHmii noreHuiiiHi reHeTHYHI NTPUYHHH
(HampuKIaz, TTMO0KI IHTPOHHI BapiaHTH)




[IponoBxenHs nonarka I

MeToau BU3HAYEHHSI BAPIaHTY reHiB, 10 BUKJIHKAE reModiaio A

BapianTtu MeTtoan*

IuBepciiinuii anaJais

PexypentHa inBepcis inTpona 22 FVIII CayzepH-0J10T, [1JIP 13 3BOpOTHUM 3CYyBOM

PexypentHa iuBepcis inTpona 1 FVIII IToxgitina [1JIP a6o I1JIP i3 3BOpoTHHM 3CyBOM

IToBHe reHeTHYHE L[OC.TIi)I)KeHHH IrcHy

[ToBHuii renetnunnii ckpuiHnr reHy F8 | [IJIP 1 cukBenyBanus 3a Cenrepom** ab6o CHII
(BUsIBIICHHSI MiceHC-, HOHceHc-Myaiii, | (NGS)
MyTalii Miclsl CIUTAMCHHTY, Mallux 1

. A SAxio pecypcu 0OMEXeHi, repe] CHKBEHYBaHHSM 3a
BEJIMKUX  JeNeliil, Jymnkamid Ta

CenrepoM MpoOBOAATH CKPUHIHTOBI TECTH, a came

1HCepITii) . . . o
reTEepOAYIUICKCHUI  aHami3 1  KOHQOpMaIiiHO-
qyTauBUi renb-enekTpodopes (CSGE)

JocitikeHHs1 HA BEJIUKY Jeeniio ado aymiikanio
Bemuxki nemenii, gyrurikarii JJTHK ['en-ITJIP abo KiIbKICHI METOM BU3HAYCHHS TeHY 200

BYKI' (MLPA — MyJbTHIUIEKCHA JIira3HO-3aJIe)KHA
amrutiikaris 30HAIB) abo kimbkicHa ITIJIP y
peanbHOMY Yaci I BHAaJIEeHO1 001acTi

Ipumimku: *yci pezyromamu ciio niomeepoumu nogMoOPHUM AHATIMUYHUM MECMYBAHHAM 3PA3Ka
JIHK; **nasenicmo eapianmy mae Oymu niomeepoxcena 6 060x HANpAMKax (npsamomy - 5° ma 360pomuomy -
3’), ocobruso y eemepozucomuux Hociie. BUKI — eenuxi eapiayii wucia xoniti eenis; IIJIP — nonimepasna
nanyrocosa peaxyisn; CHII — cexeéenysanns Hacmynno2o NOKOLIHHSL.

Bumoru 10 iHTepnperaniiiHOro 3BiTy reHeTHYHOI0 JTOCTiKEHH S

Indopmariiss npo marienta (mpi3BUIE, IM’s, JaTa HAPOJIKEHHS), MPI3BHINE KIIHIIKUCTA, SKHUI
3aMOBHB JIOCTI/IKEHHS, 1aTy 300py 3pa3KiB, AiarHo3, 6a3oBuil pisens FVIII, cimelinuil poaoBin

Omnuc anamizy (aHamiziB), OOMEXKEHHS TecTy W pedepecHi MOCHITOBHOCTI TEHOMY, IO
BUKOPUCTOBYBAJIHCS [T aHATI3Y

Pesynbraru 3 BusiBiieHnMu Bapiantamu B TeHi FVIII3a nomenkmaryporo HGVS Ta ix kiacudikariro
3a pexkomenpaiismu ACMG*

InTepnperartito pe3yabTaTiB TECTY Y KOPUCHOMY JUIs JIiKapst popmarti, BKIFOYHO 3 pEKOMEHAALIIMU
110JI0 TOTPEOU MOJIATBIIIOr0 TECTYBaHHS a00 T€HETUYHOTO KOHCYJIBTYBAHHS Ta HACTIIKaMH JJIs
MAIi€HTA 1 WICHIB POJIMHU

Hpumimxu: Ingpopmayis wooo sussenenux sapianmie 6 eeni F8 3ibpana y midxcnapoouux 6a3ax 0anux,
30Kkpema y npoekmi €gponeticvkoi acoyiayii ecemoghinii ma cynymmuix cmanie (EAHAD) ma npoexmax L]enmpie
Koumponro ma Ipoginakmuxu 3axeoprosans CLLA (CDC, Centers for Disease Control and Prevention) —
CDC Hemophilia A Mutation Project (CHAMP), CDC Hemophilia B Mutation Project (CHBMP)
(http://www.cdc.gov/nchddd/hemophilia/champs.html).

*Busigneni eapianmu HeoOXiOHOKIAcUDIKysamu 6iON0GIOHO 00 peKOMeHOayil AMepukancbKozo

Koneoscy meouunoi cenemuxu ma 2enomiku (ACMG) ma onucysamu ix 3a 00nomo2010 HOMEHKAQMYpPU
Tosapucmea sapiayiti 2enomy noounu (HGVS) (docmynna na caumi: http://www.HGVS.org/varnomen).
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70 YH1()IKOBAaHOTO KITHIYHOTO MTPOTOKOITY
MIEPBUHHOI Ta CTEIiaIi30BaHOT MEANIHOT
nonomoru «I'emodinis A»

(miamyHkT 3 myHKTY 2 po3ainy III)

OcHoBHI remocTaTu4Hi 3ac00iB, AKIi BAKOPUCTOBYHThCS NPHU reMogiii A

I'emocTaTuuHi 3aco0ou

|, | Tpenaparu mia3mu Kposi'

. CBixko3amopo:xeHa mjiazma
MICTUTb yci paKTOpH KOAryJIsiLil

Kpionpenunirar P
mictuts FVII, VWF, ¢iopunoren, FXIII E n
3
> KOHII eHTpaTH FVII |2 Pe‘_’y.m]ma 3aAwic.Hu mepani}t_ (npoghinaxmuka); LY u I[
Enizoouuna zamicna mepanisi E K B O
K A C
Bipyc-inaktusoBani’ T I P T
BUTOTOBJICHI 3 TUTa3MH JOHOPIB KPOBi " H T v
. . B L] I it
PeKOMﬁlngHTnl 3 CITH H I C H
BUT'OTOBJICHI 3 BUKOPHCTAHHAM : I K T I
TCHHO-IH)KCHEPHHUX KIIITHH Ta
FOKCHED LT L) 3 TIITH* C Yy b
PEKOMOIHAHTHUX TEXHOJOTII
MEHIIIa YaCTOTa BBEJICHb T B T
> . b A b
”| HedaxkTopHi 3acodomn H
H
A
EMiIII/ByMaﬁ Peeynapna
riopuase 6icnienudiune antutino mo FIXa ta FX, |savicna
imMiTye Kodakropry pynruiro FVIII mepaniz
(npoghinaxmuxa)

Enizoouuna 3amicna mepanis y nayicnmie
3 iHeibimopamu

> 3aco0M 3 LIYHTYHOYHM MeXaHiZMoM (00XigHi)

PexomOinanTHnii akTuBoBanuii gaxrop Vlla (rFVIla)
3B’SI3y€ThCsl 3 TKAHUHHUM (DaKTOPOM, BiTHOBIIIOIOUHN KOATyJISIIIHHUN KacKal

KoHueHTpar akTuBoBaHoro nporpoméinosoro kommiekcy (KAITK)
micTuth BiTamiH K 3anexHi Gpakropu koarymsuii: mporpomoin, FIX, FX, FVIla
ta npoteid C (mepeBaxHO B HEAKTUBOBaHi# popmi)

Jlonomidicna mepanis: 1iKy8aAHHA 1€2KUX-NOMIDHUX
Gopm eemopinii A ma nociis

— | I reMmocTaTu4Hi 3ac00H

Jecmonpecun
CHUHTETHYHHUH aHAIIOT Ba3onpecuny, masuinye pisai FVII ta VWF y mrasmi

AHTH(l)iﬁpHHOJIiTH‘lHi 3aco0u 4>| TpaHekcamoBa KHCJIOTa |
3aro0iraroTh aKTUBAIIl IUTA3MIHOTEHY JI0
IUTa3MiHY, MiABHIYIOTh CTa0UIBHICTh TpoMOa 4’| Encujion-aMiHOKanpoHoBa KHCJI0Ta |

Hpumimxu: *He pexomendosani BOI uepes 3acmepedicenns wjodo sxocmi, 6esnexu ma egexmusnocmi (3a 6unamkom cumyayiti ko
ye eounuii docmynnuii 3aci6), *nepenix ycix npenapamie na cyuacromy punky 6 « Oniaiin-peecmpi KonyeHmpamie (pakmopie Koazyasyii»
B®I; demanvna ingpopmayis 6 incmpyryii 3 euxopucmanns npenapamis; *lpenapamu eucomosneni 3 niazsmu 3a cmandapmamu GMP
(nanexichoi 6upobHUYOT npaxmuKw), maiomsy eiominni doxasu 6esnewnocmi wodo eipycie 3 ninionumu obononkamu (BLI, BI'C); “ITIH
00CA2aEMbCSL 3ACMOCYBAHHAM MeXHON02il 3numms moaexkyi aoo IEL inosanns.

Ckopouenns: FVIla — axmusosanuii paxmop VII; FVII — paxmop VIII; FIXa — akmueosanuii haxmop LX; FX — chakmop X; FXIII —
¢axmop XII; VWF — ¢paxmop ¢on Birnebpanoa; BIJI - sipyc imynodediyumy moounu; BI'C — eipyc eenamumy C; BOI"— Beecsimus
peoepayisn cemogpinii; IITH — nodosocenuil nepioo nanissusedenns; CIIH — cmanoapmmuuii nepiod naniegueeoenms.



[TponoBkeHHs moaaTka 2

IIpenapatu mia3Mu KpoBi

Uepes 3acTepexkeHHS 100 SKOCTI, €(GEeKTUBHOCTI Ta O€3MeKu He
pekomengoBani B®I' jis JjikyBaHHS mMAaIleHTIB 3 TeModiii€ro, ajle MOXYThb
3aCTOCOBYBATHUCS y BHIMAJKaX, KOJU 1€ €AMHUNA MOXKIUBUN a00 JOCTYMHHHA BapiaHT
JKyBaHHS.
Tabaunus 1. 3acTocyBaHHs JIAa3MOBHUX NpenapariB npu reMogisii A

[Ipenapar CraproBa no3a [TpumiTku
Caixxo3zamopoxkena | 15-20 mi/kr Mictuth yci (akTopu Koarymsiii,
ma3zma npote, Baxko aocsartu piBHiB FVIII
>30 MO/nn
Kpiompernumitat 30-40 M wMoxke | butbin yacTi anmepriyHi peakiii, Hix
mictutid  70-80 Op | mpu 3actocyBanHi KOK.
FVIII

Konuentparu ¢pakropis koaryasuii (KPK)
K®K npuzHayaroTh 3 ypaxyBaHHs UAHHUKIB, SIK1 BIUIMBalOTh Ha piBeHb FVIII.

Ta6auus 2. [loka3Huky, ki BJMBawTh Ha piBenb FVIII y JI3T

IToka3HuKH \ BnuiuB Ha piBHi dakTopiB
HajiBa:kauBini
4acTtoTa [logBoeHHsT yacToTH BBeJEHb (0€3 3MIH J03M Ha 1H(]Y3iI0)
BBEJICHHSA 3a0e3reyye T0AATKOBE MPUKPUTTS TPUBATICTIO B CEPEIHBOMY 5
1epi0/1iB HAMiBBUBEACHHS
nepioz [lonBoeHHs mepioAy HaIIBBUBEIEHHS 3a0e3nedye J0JIaTKOBE
HAIIBBUBEJECHHS | IPUKPUTTS  TPUBAJIICTIO B  CEPEIHbOMY 5  TEpiofiB
(kiipenc)? HaIliBBUBEICHHS
MeH1 BaxJIuBi
Ho3a [TonBoena no3a 3abe3nedye J0AaTKOBE MPUKPUTTS TPUBATICTIO
1 mepio HaImiBBUBEACHHS
B1IHOBJICHHS [TonBo€eHe BiTHOBJICHHS piBHA (DakTOpa 3a0e3neuye J10/1aTKOBE
MPUKPUTTS TPUBAIICTIO | mepio/1 HalliBBUBEIECHHS

Ipumimiu: *9acmi mani 003u KK 30ebinvuioco nabazamo epexmusni, nisxe piokici eenuxi 0osu.
Ll]ooenna npoghinaxmuxa KOK i3 CIIH 0ozeonsana 6 niompumysamu eucoxi pieni FVIII gionocno
Hegenuxkumu 0ozamu K@K, npome dompumysamucs maxkoeo pexcumy 6yno 6 oyice 8aricKo.

2Ha xnipenc FVIII énnusaioms pisni paxmop on Binnebpanoa ma 2pyna kposi (2pyna O nopisnano
3 iHwuMU). 30ebinbuioeo 8ionosnenns pieus FVIII ma xnipenc 30invuyomocs 3 6iKom, Wo NOSCHIOE
nompe0Oy Menuioi 003U Ha iHQY3il0 Y nayicHmis NiMHb020 GIKY 0/ NIOMPUMKU AHATOSIYHUX
sanuwxosux pierie FVII. KOK — konyenmpam ¢paxmopa xoaeynayii; CITH — cmanoapmuuti nepioo
Hanigsuseoenns, FVIII — ¢paxmop VIII.

KonnentpaTu FVIII i3 cranaapTauMm nepiogom nanisBuBeaeHns (CITH)

3a BizgcyTHOCTI 1HTIOITOpa KOoskHAa 1 MO/KT miia3MoBoro abo peKoMOIHAHTHOTO
konuenrpary FVIII i3 CIIH, BBenena B/B, minBuiye piBeHb FVIII y mna3zmi Ha 2
MO/nn (koedimient BimHoBienHs). [lepion namieBueaeHus FVIII i3 CITH =12 rogun
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y Iopociux (KOpoTmwi y aitei mosoamoro Biky). Konnenrpatu FVIII BBoasThCS B/B
MOBUIBHO YIPOJIOBXK JACKIIbKOX XBUIUH. Uepes 15-30 xB. micist iHY31i ¢I1i1 BUMIPATH
niikoBuii pisers FVIIIL.

[Ipu 3actocyBanni K®K i3 CIIH BaxkiuBe 3HaueHHsS Mae 4acToTa iHQY3IH.
Kopotkuit nepion namiBBuBegeHHs: KOK i3 CIIH cTBOpioe cuHycoigalibHy KpHUBY
MiKiB Ta 3anumkoBuX piBHIB FVIII 3 MOXIMBUM «mIpOCiiaHHAMY» Mig4ac BHUCOKO1
(b13UYHOT aKTUBHOCTI, TOMY Kpallle iX BBOJUTH BpaHIIi, a HE BBEUEPI.

Cxemu BBesieHHsa KDOK knacudikyroThCs sk HEONTUMI30BaH1 («OIUH PO3MIP IS
BCIX»), 10 0a3yIOThCS Ha (PIKCOBAHUX /103aX, T4 ONITUMI30BaH1, KOJIA PEKUM BBEICHHS
MiI0MPAETHCS IS TAIliEHTa 1HAUBIAYaIbHO.

Taoauus 3. [TepeBarn Ta HeI0JMIKH HEONITUMI30BAHUX CXEM Ta Pi3HUX MIAXOTIB /10
onTuMi3aii

Cxemu npodistakruku «OQauH po3mip Ha BCIX»

Pe:xxum IlepeBaru Henouaiku

Bucoka noza, Bucoka | 3a0e3neuye nocriiini piBHi FVIIIL | [Topymennss ~ moTpumaHHS

yacrora: 25-40 MO/xr | >1 MO/nn Ta  [mOCTaTHE | peXUMYy, IUCKOM@OPT st

xoxni 2 mmil (> 4000 | momepemkeHHs MPaKTUYHO yCiX | MALlieHTa dYepe3  HoTpedy

MO/kr Ha piK) KpOBOTEY y OUTBLIOCTI | YaCTOTO BBEJICHHS; 3HAYHA
TALIEHTIB, HAMHMKYI MOKa3HUKU | moTpeba y IILJB%/AB®;
PUKC Ta HaWKpalii | BUCOKa BapTiCTh

JIOBIOCTPOKOB1 PE3YJIbTATH JJIS
OPA; «kopucHuili pans pgyxe
aKTUBHUX JIIOJIEN

Cepenns no3a, cepenus
yactora: 15-25 MO/kr
3 mHI HA TWKICHB:
(1500-4000 MO/kr Ha

pIK)

3abe3neuye MOKAa3HUKU SIKOCTI
JKATTS 1 aKTUBHOCTI CITIBCTaBHI 3
BHCOKOJIO30BHM PEXKHUMOM, alie
JENICBIIUN 1 JOCTYMHIMINN; Ha
90% 3menmye nokasHuku PUKC
no piBaa <l pik; mMoxe OyTu

Henocratuiii  mikyBasbHUI
eeKT y NeSIKHUX TMaIli€HTIB;
JIENIO TipII JOBTOCTPOKOBI
Haciaiaku giug OPA

HaWKpalmydM  BapiaHTOM  JJIs
MIJUTITKIB Ta IOPOCIUX
Husbka no3a, Hu3bka | Halinmkda BapricTh; 3HWXKYe | HeBu3HaueHwmit

yactora: 10-15 MO/kr
2-3 mHI HA TWXKICHB:
(1000-1500 MO/kr Ha
pik)

4acTOTY KPOBOTEY Ha MPUOIU3HO

Ha 80% MOPIBHSIHO 3
€M130/IUYHOI0 Tepariero,
3abe3mneuye JOCSITHEHHS

noka3zHuka PYKC na piBHi <3 Ha
piK

JIOBTOCTPOKOBUM BIUJIUB HA
macaigku 1t OPA

OnrtumizoBaHi cxeMu NpoQiTaKTHKH

Iinxia omrumizanii IlepeBaru Henoaixknu

Kainiuaunii  (denorun | Busnae neonnopinuicts JI3I 3a | [Totpeba BUHUKHEHHS
CXUJIBHOCTI 1o | barateMa aCIeKTaMHU | KpOBOTEYi JUIsI BCTAHOBJICHHS
KpOBOTEY, ¢b131uHa | BHHUKHEHHS KpOBOTEY 1 | peHOTUITY ¥ KOHCTaTyBaHHS
aKTUBHICTBD): nicas | HacaiakiB uist OPA; npuBoauTh | moTpeOu 3MiH MpodiTaKTUKU
BHOOpPY IOYATKOBOTO | Y BIJAIIOBIAHICTD o0csr | (mariesTu M1IIAI0THCS
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pexuMy, SIKUH MOXKeE
MaTu OK/Ib-KYy 4acTOTy

BBEJCHHS MPOBOAUTHCSA
peTrenbHe

CIIOCTEPEIKCHHS 3a
Mani€HTOM 1010
KpOBOTEY 3
IIOJAIBIIOK  3MIHOIO

JIO3M 1 YaCTOTH BBEAECHD
3a oTpedoro

npodimakTUKH 3  moTpedamMu
namienTa (3aomamkenas KOK
Ha  NOMYJSAIAHOMY  pIBHI);
NIIXOMUTh IS TEepeXiTHuX
eTarliB KUTTS (6151B1II
IHTEHCUBHA TpodinakTuka y
paHHBOMY  JUTHHCTBI, MEHII
IHTEHCHBHA Yy 3pUIOMY BIIIi);
JT03BOJISIE AITSIM 3BUKHYTH JI0 B/B
BBEJIEHb, 1HO1 YHUKHYTH [TL[B/]

PHU3HKY CEpilO3HOT KpOBOTEUI,
HANPUKJIIA]T BUYK);
3aJIeKHICTh BIJl KpUTEpIiB
KpOBOTEYI, K1
BUKOPHUCTOBYIOTHCS TUTSI
KOpEeKIi npo(d1IAKTHKHY;
noTpeba MoCcTiHHOI ajanTamii
hi (o) pEXKUMIB ¢bi3ugHOT
aKTUBHOCTI, 110 MOX€E OyTu
npoOJieMaTUYHUM 32 MOBH
YacTHUX 3MiH

dapMakoKiHeTHYHHIT
Ominka @®K FVIII y
HaIfi€eHTa 3 HaCTYIHUM
KOPUT'YBaHHSAM 103U /
4acTOTU BBEAECHb [0
JOCSATHEHHS

3a3aJIeriab

BU3HAYEHOTO

3aJIMIIKOBOTO  PIBHS
FVIIIL. MoxnuBa
OLIIHKA 3a JJOTIOMOTOI0
MOMYJSALIHHUX OK-
Mojeei (WAPPS-
Hemo® 3 GaiieciBchkum

Busznae, mo ®K FVIII wMae
IHAUBIAYadbHI OCOOJNMBOCTI Y
pI3HUX TMAIlIEHTIB Ta Yy Pi3HI
BIKOBI nepioau; azianTye
KUIBKICTh ~HAJaHUX MAaIll€HTy
K®K no mepenbauyBannx OK
noTped, a BIATaK, aJeKBaTHE
3a0e3neueHHss W €KOHOMHE
cioxuBanHg K®K;  ycysae
noTpeOy BUHUKHEHHS KPOBOTEUl
JUIT  KOHCTaTyBaHHsS MOTpeOu
MOCUJIEHHS MPO(UIAKTUKN

Bumarae
MiIHIMaJIBHOT
FVIII Ta
IHTepIpeTaii  pe3yabTaTiB
@®K; He BpaxoBye IHHIUX
(akTopiB, U0 BIUIMBAIOTH HA
notpedy B FVIII; y nmesxux
MHaII€HTIB MOXJIMBa  SIK
HaJaMIpHA, TaK 1 HEAOCTATHS
npodinakTuka (HampUKIAI,
TTyKe aKTHUBHI JI3I
BUMAaraTuMyTh O1ITbII
BHUCOKUX MIHIMQJIbHHUX PIBHIB

FVII)

MpUHAMHI1
omiuku DK
TIOCBITY

aHaJI130M)

IMpumimxu:  ‘Buxopucmanns — xonyenmpamie FVIII i3  cmanoapmuum — nepiodom
nanissusedenns, *Bemanosnenns ITIBI] acoyitoemobcs 3 gumpamamii, OUCKOMBOPMOM ma UCOKUM
PUBUKOM YCKIAOHeHb (iHgexyii, mpombo3 ma 6iOMOBU MEXAHIYHO20 NPUCMPOIO), SAKI MONCYMb
sumazamu 2ocnimanizayii: >Jocmynno na catimi: http://www.wapps-hemo.org

VY Bunaakax xipypriuHoro BTpy4yaHHs ab0 TSDKKUX KpOBOTEY I TOJICTIICHHS
PO3paxyHKy HACTYITHUX 103 MOTPiIOHO POBOJIUTH nabopaTopHUi
dapmakokineTnunuii (OK) monitopunr piBus FVIII 3 BuMmiproBaHHSM HaHMKYOTO
3aJIMIITKOBOTO PiBHS («piBHS TpocimanHs»). s nporo mpoBoasts 10-11 3abopis
KpOBI BIpo1oBxk 32-48 ronun (mis kounentparis FVIII i3 IITTH Bopogox 96 roaun).
VY pyrunHiil npaktuil napamerpu OK MoxHa OLIIHUTH Ha OCHOBI nonyJsAiiHnx OK-
MoOJeJIeH, sIK1 103BOJISIOTH Bu3Hauatu OK narieHTa 3a 0alieCIBCbKMMH OIIHKAMH JIJIST
BUOIPKH 3 0OMEKEHOIO KITBKICTIO 3pa3KiB. PO3paxyHOK HacTyIHOI 103U TPOBOUTHCSA
3 ypaxyBaHHSIM TM€piOJy HamiBBUBEICHHs Ta koediieHta BigHoBieHHs FVIII y
KOHKPETHOT'O MaIll€HTa Y BIANOBIIb HA KOHKPETHUM Mpenapar.

3a motpedu piBHOMIPHOI F€MOCTAaTHYHOI KOPEKLIi BIPOJOBK TPUBAIOIO Hacy
(inTpaomnepaiiiiine JiKkyBaHHs a00 CHJIbHA KPOBOTEUA y MAaIli€HTa 13 clladKopearyroyuM
1HT10ITOPOM) MOXKHa 3acCTOCyBaTu Oe3nepepBHY 1H(Y31I0 Uil YHUKHEHHS MIKIB 1
npocinanb koHueHtparii FVIIL. Iudysis moxnmBa 3a yMOB BHKOPHUCTAHHS
iH(py3omariB, crabimpHOCTI KOK B iH]Yy3iitHOMY mpucTpoi miciis po3BEIECHHS Ta


http://www.wapps-hemo.org/

[TponoBkeHHs moaaTka 2

MOCTIHHOTO MOHITOPUHTY CTaHy MailieHTa 1 ctaHy iHdy3omaty. Kopekuis no3u npu
OesnepepBHii 1HPY31i MPOBOAUTHCS 3a IOJACHHUM BH3HaueHHsAM piBHS FVIII 3
po3paxynkoM kiipency FVIII (kiipeHc mMoxe migBUILyBaTHCS 0€3M0CepeIHbO MiCIs

omeparlii abo mpu KpoBoBTpaTi >500 MJ; B TakMX BHUITQJKax MOTPIOHI J0JATKOBI
oomocu KOK).

KounuentpaTru FVIII 3 nogos:xennM nepiogom Hanispusenenus (IIITH)

[Tepiox namiBBuBenenns npemnapatis FVIII 3 I[IITH =19 roxgun (y miteit memo
MeHIe), o y 1,5 pa3u nepeBuiye nepio HamiBBuBeaAeHHs penaparti 13 CITH. Tami
®K-xapakrepuctuxu npenapatis 13 CITH Ta [TITH cxoxi. Binrak, 3acrocyBanns [1ITH
JIO3BOJIIE€ JOCSATHYTH a00 MOMIPHOTO 3MEHIIEHHS 4acTOTH 1HQY31i, ab0o MOMIpHOTO
30uTbIIeHHS 3anuiikoBuX piBHIB FVIII, ane He 06ox mineit. Tomy nipu nepexoi Bij
3amicHoi Tepamii npenapatamu 13 CIIH wa mpemapatu 3 IIIIH wacroty BBeneHb
3a3BUYal 3HIKYIOTH 3 3 710 2 pa3iB Ha Tk AeHb, nnepeBaru KOK 3 [ITH migcymoBano
y Tabmuii 4.

Ta6nuus 4. IlepeBarm konuentparis FVIII
HaIliBBUBEACHHSA

[lepeBaru meHI0i yacToTH 1HPY31H

3 TMOJOBKEHUM IepPioaoM

[lepeBaru BUIIMX 3aIMIIKOBUX PIBHIB
FVIII

binbma edekTUBHICTP —  BUIIUHA
PIBEHb MOMNEPEIKEHHSI KPOBOTEY IMpHU
aHaJIor1YHOMY Tpadiky BBEJICHHS
[ToTenuiiino OUTbIIMI piBEHb

MeHiia KUIbKICTh BiJIBiyBaHb JIiKapHi a00
BI3UTIB MEJCECTPH J0JI0MY (CIpHsie OLIbII
PaHHBOMY MOYATKY NPODUIAKTHKH).

Menma notpeba y I[1IB/] (meBHa ekoHOMIs

KOIUTIB Ta 3MEHILIEHHS YCKJIATHEHB ).
Menm  oOTsxnuBi  Trpadiku  1HDY31H
(CyBOpIiCTh JOTpUMaHHS J00M Ta dYacy
BBEJICHHS):

MEHIIE PAaHKOBUX BBEJCHb

3QJIy4eHHS] 10 CIIOPTUBHUX BUJIB
AKTHUBHOCTI, MOJKJIMBICTH 3aliMaTHCS
BUJIAMHU CIIOPTY, SIKI TPAOULINAHO HE
pPEKOMEHyBalIHCs 0e3  CYTTEBOTO
IABUIIEHHS PU3UKY KPOBOTEY

MEHIIIE BBEJCHb y POOOUI/HaBYANIbHI
JTHI.
3abe3neueHHss NPOGIIAKTUKN Yy OUIBIIOL
KUJIBKOCTI HaI{I€HTIB

Hedakropna Tepamnis

Eminuzymaé — mimeruk FVIII, mo imitye xodaktopny ¢ynkiio FVIII,
HE3aJIe)KHO Bl HAsSBHOCTI 1HT101TOpiB. EMinM3ymMad He mpu3HaueHUi A7 JIIKYBaHHS
€Mi30/1iB TOCTPUX 200 MPOPUBHUX KPOBOTEY. BUKOPUCTOBY€ETHCS JIsi MPODITAKTUKH Y
naIieHTiB 3 reModuiero A 3 iHTi0iTOpamMu Ta 0€3 HUX MOYMHAIOYH 3 HAPOHKCHHS.

Knrouosi nepesazu: /11 NUIAX BBECHHS, TPUBAIUI NIEP10 HAMTIBBUBECHHS, 1110
3a0e3nedye CTaOUIbHY KOHIIEHTpALlI0 MpenapaTy B IJIa3Mi KpOBI 1 HE BUMAarae
JIOIATKOBOTO MOHITOPUHTY, BHUCOKAa €(EKTUBHICTh Y MNPO(IIAKTUIIl KPOBOTEU Y
nopocinux Ta gited 3 iHrioiTopamu FVIII a6o 06e3 HUX, 3MEHIIEHHS KIJIBKOCTI
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YCKJIaIHEHb Ta rOCIHiTali3alliid, eKOHOMIYHA €(PEeKTUBHICTh, BUCOKA MPUXUIBHICTD JI0
Tepartii.

I'emocTraTnyHi 32c00M 3 IIYHTYHOYUM MeXaHI3MOM il

3a0e3neuyoTh Te€MOCTa3 JIbTEPHATUBHUM [0 3aMIlICHHS MEXaHi3MOM i
BUKOPHCTOBYIOTBCSL JJII JIIKYyBaHHS TOCTPHUX KpoBoTed abo s MNPUKPUTTS
XIpypriYHOTO BTpY4YaHHs Yy MAIl€EHTIB 3 reModiniero A Ta iHTr10ITopaMu.

PexoMOinanTHHII akTuBOBaHuil pakrTop VIla (rFVIla)

Mexani3m aii nossirae y 38’ a3yBanti VIla 3 TkaHuHHUM (aKkTOpOM; YTBOPEHUN
KOMILJIEKC TMepeBOANTh akTUBYE (aktopu [X 1 X, 1m0 CnpuymHIOE NEPETBOPEHHS
HEBEJIMKUX KIJIBKOCTEH MPOTpOoMOIHY B TPOMOIH; TPOMOIH Yy MICIl YIIKOMKCHHS
aktupye TtpomOoumt, V 1 VIII dakropu, BHacmigok doro ¢(iOpuHOTEH
NEePETBOPIOETHCS Y (hiOpUH.

3acTOCOBYETHCS JIJIs JIIKYBAaHHS KPOBOTEU Ta iX MpodiIaKTHKA MPU XIPYPTridHUX
BTpYYaHHsX a00 1HIIMX 1HBA3UBHUX MPOLIEYpaxX y XBOPUX 3 BPOKEHOIO reMOoPiIi€ro
3 piBHeM 1HridiTOopiB A0 FVIIL >5 Ob, BpomkeHO reMOQuIIE0 3 BUPAKEHOIO
peakiriero Ha BBenieHHs ¢akTopa VIII B anamHesi, HabyToro reModimi€ro.

Konuenrpar akruBoBaHoro nporpoMmoinoBoro komiiekcy (KAIIK)

KoHTpoJttoe kpoBOTEUy HUISIXOM 1HAYKIIIT Ta COPUSHHS YTBOPEHHIO TPOMOIHY; Y
MEXaHI3M Jli 3ajdy4yeHl cnenu@iuHi KOMIIOHEHTH AaKTUBOBAHOI'O NPOTPOMOIHOBOIO
komruiekcy — npoTpomOiny (FII) 1 aktuBoBanoro ¢dakropa X (FXa); MictTuTh 1HII
OUIKM MPOTPOMOIHOBOI0 KOMILIEKCY, 110 CIPUAIOTH MIATPUMIII T€MOCTa3y y Nal[l€HTIB
3 reMOQITIEI0 32 HASIBHOCTI 1HT101TOPIB.

[Tokazanuit st JIKyBaHHS KpOBOTEY Yy MAIli€HTIB 3 Temodimero A Ta
irioiTopamu 1o FVIII; nikyBaHHS KpOBOTEY Y MaIli€HTIB, HE XBOPUX HA TeMOQIIIO 3
HaOytumu iHriGiTopamu g0 FVIIL; npodinaktuku KpoBoTed Yy TAIIEHTIB 3
1HT161TOpHOIO (hopMOrO0 TemMoimii A, SKI MEePek WIH 3HAUYHY KpPOBOTEUy ab0 MaroTh
BHUCOKHUH PU3HUK 3HAYHOI KPOBOTEYI.

Inmi remocraTu4Hi 3acodomn

Hecmonpecun ([IJIABII) — cuHTeTHMUHMI aHaIOT Ba3OMPECHHY, ITIABHUIILYE
riazmoBi piBH1 FVIII #t VWE. Moske po3risiaTucs sSik BaplaHT JIIKyBaHHS Y TAIll€HTIB
3 JIETKOIO-TIOMipHOIO TeModimiero A Ta HociiB. [lepen TepaneBTHUYHUM 3aCTOCYBAaHHSAM
y Taii€HTa Cciig  OoIiHuTH 1HAuBiAyansHy BianoBiap FVIIL. Pimenns mpo
Bukopuctanua JJIABII rpynTyeThcss Ha BuxigHoMy piBHI aktuBHOCTI FVIII,
JIOCSITHYTOMY 3POCTaHH1 Ta HEOOX1IHIM TPUBAJIOCTI JIIKYBaHHS.

JlecMonpecuH MOXHa BBOAUTH /111, HUISIXOM B/B 1HQY31i

AHTH(QIOpUHOITHYHI 3ac00M MOXXHA BHKOPHUCTOBYBATU SK JOMOMIXKHE
JiKyBaHHA a00 MOHOTEparnito, OCOOJMBO JJIi KOHTPOJII KpPOBOTEU 13 MIKIpU Ta
CIIM30BUX OOOJIOHOK (€MICTaKCUC, POTOBI Ta UUTYHKOBO-KHIIKOBI KpOBOTEYI,
MEHOpAarii, KpoBOTeUl NpPH MPOpi3yBaHHI / BHUMAJAaHHI MOJOYHUX 3yOIB) Ta Mpu
CTOMATOJIOTIYHHUX MpoIieypax. MoxiuBe moeHaHHS 13 cTaHaapTHUMHA 103amMu KOK,
BKJIIOYAIOYM OOXiJHI 3aco0M, 3a BHHSATKOM KOHIICHTPATIiB IPOTPOMOIHOBOIO
KOMIUIEKCY  uepe3  MiJBULICHHH  pu3UK  TpomOoemOomii.  3acTocyBaHHS
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aHTH(IOPUHOMITUKIB TMPOTUIIOKA3aHE MPH TeMaTypii uepe3 MiABUILECHUN PU3UK
OOCTPYKTHBHOI ypomaTii Ta TpH MPOBEACHHI TOpaKaJlbHOI Xipyprii depe3 pHU3UK
YTBOPEHHSI HEPO3UYMHHUX TemaroM. [[is mami€eHTiB 3 HUPKOBOIO HEAOCTATHICTIO
PEKOMEHJIOBAaHO 3MEHIIUTU JI03YBaHHS Ta MPOBOJUTU PETEIbHUN MOHITOPUHT.
MomnoTtepanis aHTH(hIOPUHOIITUKOM HE 3a11001rae mosiBl reMapTpo3iB.

TpanekcamMoBa KHCIIOTa NPHU3HAYAETHCS TNEPOpaIbHO. MOXIHNBI  MPOSIBU
moOIyHOT Jii: HIIYHKOBO-KHMIIKOBI po3fiaaud (HydoTa, OJfOBaHHS, miapes), sKi
BUHUKAIOTh 3pIJKa 1 3a3BUYAll 3HUKAIOTh MPHU 3MEHIIIeHH1 1034. [IIBuaKe B/B BBEICHHS
MO3K€ IPU3BECTH JI0 3alIaMOPOUYEHHS ¥ TMOTOHI1.

AwmiHokanponoBa kuciora (mam - AKK) wmae kopormmuii mepion
HAIIBBUBE/ICHHS, MEHIIY €(EeKTHUBHICTh Ta BHINYy TOKCHYHICTh y TOpPIBHSHHI 3
TPAHEKCaAaMOBOIO KHCIIOTOIO.

VY nmopocimx AKK 3a3Buuail 3aCTOCOBYIOTH IEPOPAIBHO. HacThM IpOSIBOM
no61yHoi Aii AKK € nu1yHKOBO-KHIIIKOBI PO3JIaJId, SIK1 CYTTEBO MOJIETIITYIOTHCS 32 YMOB
3MEHIIEeHHsS J103U. Jl0 PIAKICHUX MPOSBIB BIJHOCITH MIOMATIIO (3a3BUYAM Micis
MPUIOMY BUCOKHX JI03 BIPOJOBXK JEKIIBKOX THXKHIB), sIKa XapaKTEPHU3Y€EThCSI MOSBOIO
Mianirii, TMIJBUIIEHUM pIBHEM KpeaTHMHKIHA3W, 1HOAI MiornoOinypieto. [licns
MPUMMHEHHS JIIKyBaHHS CUMIITOMHU 3HUKAIOTh.




Jonartok 3

70 YH1()iKOBAaHOTO KIIHIYHOTO MTPOTOKOITY
MIEPBUHHOI Ta CTEIiaIi30BaHOT MEANIHOT
nonomoru «I'emodinis A»

(mignyHkT 2 myHKTY 1 po3aimy 1)

AJITOPUTM AiarHOCTHKH reModiaii A

Kainiuna nigo3pa Ha remodiiro
[lepconanbuuii anaMmHe3 Oyb-KOT0 3 TAKUMU O3HAKaMH (PEHOTHUITY:
v/ JIerKe YTBOPEHHS CUHIIIB
v «CIIOHTaHHI» KPOBOBHJIMBH (Y CYIJIOOM, M’SI3M, M’IKi TKAHHHH )
v’ HajMipHa KPOBOTEYA ITiCIIsi TPABMH YU XipYPriuHOTO BTPYUYaHHS

\ 4

BuB4yeHHs aHaMHe3y aHOMAJILHUX 200 He3 SICOBAHNX KPOBOTeY y YWIeHIB POAUHHU:
v’ piaHi 6partu / cectpu
v poanyi 4oJI0BiYOi CTaTi [0 MATEPUHCHKIH JIHIT: IBOIOPIIHHUI OpaT, IMABKO, [Ti/)

'

TecTH 111 CKPUHIHTY

v KUIBEICTE Tp0¥6OHHTlB . ) Kopexuiiini qociigxenns 3

v’ anani3 QyHKIii TpoMOonuTiB (arperomeTpis) | MTHTI Ta FVI11-aedinutomo

v nporpombGinoswuii ac (ITY) LIA3MOI0

¥ aKTHBOBAHKH HacTKOBHIL AKUWO BUSHAYEHHS AKMUBHOCT
TpoMOomnactTuHoBul yac (AUTY) FVIII nedocmynne

!

BusHauennsi akruBHocTi pakropa VIII (FVIII) y naa3mi kposi
v Opnocrapiitauii anani3z FVIII, 3a motpe6u - xpomorennuii ananiz FVIIL:C

\ 4

Buznavenns cnenudiunnx inrioiropis FVIII micas excno3uuii
Ontumansauit Mmeton beresau y monudikarii Helimeren
KniniyHo 3Hauymum € tutp iHridiropis >0,6 bO/mn
BukiioueHHs BOBUaKOBOI'O aHTUKOATYJISIHTA Y BIIMOBIIHUX MOMYJISALIAX

ANANRN




Honatoxk 4

710 yHi1(IKOBAHOTO KJIIHIYHOTO
IIPOTOKOJIY IIEPBUHHOI Ta
CHeLiaIi30BaHOl MEIMYHOT 10TIOMOTH
«Temodimist A»

(migmyHKT 2 myHKTY 2 po3aury I11)

JliarHOCTHKA Ta 0CO0JMBOCTI JIIKYBAHHSI KPOBOTEY Pi3HOI JIOKaTi3amil
y nami€eHTiB 3 remogijico A

Jlokamizanis
KPOBOTEYi

Mpuyunu

CI/IMI[TOMI/I, O3HAKH

TakTuka

1

2

3

4

Baytpimnabo-
M’sizoBa  (Oyab-
SAKUN M 43)

TpaBma,
PO3TSTHEHHS,
CIIOHTaHHO

Huckombpoptr y M s3i,
BUMYIIEHE  IOJOXKECHHS
KIHI[IBKYM, CWJIBHHAHA OLIb
npu AKTUBHOMY
CKOPOYCHHI L7t
PO3TATHEHHI1 M’s13a;
OO0JIOYICTh /
HaMpyXeHicTh OOII0UICTh
MIpH TAJIBIIAIIT; HAOPSIK.
[Ipu KOMITAPTMEHT-
CUHJAPOMI:  TOCWJICHHS
6oJtt0, BTpaTa
YYTJIUBOCTI, BTpara
¢byHKii, 3MEHILEHHS
KpPOBOIIOCTa4YaHHS y
UCTAJIbHIN JTITSIHI
KIHIIIBKA (BUMIipIOBaHHSA
TUCKY).

KpoBoBunus y kiy6oBo-
TONIEPEKOBUN M sI3: OLIb
y  HIDKHIH  YacTHHI
KUBOTA, y mMaxy Ta/abo y
HWDKHIA YacTHHI CIIMHU Y

MOEAHAHHI 3
HEMOKITUBICTIO

BUIIPSIMUTHUCS abo
MIHATHCA 13 CHUAAYOI
103H; O111b pu
pPO3THHAHHI, alieé He MpH
porauii KYJBIIOBOTO
Cyriooa; CUMIITOMU
MOXXYTh CUMYJTIOBATH
KIIHIKY rOCTpOro

AIICHAWIINTY, BKJIKOYHO 3
IO3UTUBHUM CHMIITOMOM

Heraitne B/B BBemenus KOK!:;
JTOTPUMAaHHS MIPUHIIMITIB
PRICE:

CIOKIH JIsl ypaskeHOoTo M'si3a;
32 MOXIIMBOCTI T THSTH
VIIKO/DKEHY — JUISHKY — JUIS
3MEHILIEHHS HAaOpsKY;

32 HEOOXIIHOCTI HAaKJIACTH
HIAHY Ha MOIIKOKCHY
KiHIIIBKY B  KOM(OpTHOMY
IOJIOKEHHI Ta  PEryloBaTh
MOJIOKEHHSI JJI1  yYHUKHEHHS
0oir0; Xomon Ha o00JacThb
ypaxxkeHoro M's3a Ha 15-20
XBUJUH KOXHI 4—-6 rogud. He
HaKJIaJlaTy Jija 6e3rnocepeHbo
Ha HIKIpY. 3He00JeHHs
BIIIOBIHO o YUHHUX
rajy3eBHX CTaHJApTiB y cdepi
OXOPOHH 370pOB’S >

Heraiina rocmitamizamis st
3armo0iraHHd  MOTripuieHHs  /
BTpaTl (GYHKIT TpU TaKUX
KpPOBOBMJIMBAX: Y KIyOOBO-
NONEPEKOBUN M3 (pU3HK
napajidy CTErHOBOTO HEPBa); y
3aJlHI BiJIUIA TOMIJKU (pU3HK
YpaKeHHS 3aJJHHOTO
BEITUKOTOM1JIKOBOTO Ta
INIMOOKOTO0  MajoroMUIKOBOTO
HEpBIB); y 3ruHaul
nepearIivys (pU3MK 1eMiqHo1
KOHTPAaKTypH ®donpkMaHa).
CyBopuii JIDKKOBHUH  PEKHUM.
¥31 / KT / MPT OPA.

bmomGepra. [Tpu | IloBropHi BBeaenHs KOK 3a
CTHCKAaHHI  CTErHOBOro | moTpe6u. MoHITOpHHT 600 Ta
HepBa: mapecre3iss B | o3Hak HBII / xommapTMeHT-
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MeTlaIbHUX IUITHKAX
CTETHa, BTpaTa
CYXOXKHJIKOBOTO

pedekcy HaaKOTIHHUKA,
cnabKicTh
YOTUPUT0JIOBOTO M si3a

CHHJIPOMY; 3a iX BHSBJICHHS —
dacmioromis y mepiog go 12

TOOWH IICII  HIarHOCTHUKH.
IMlicna  3MmeHmeHHs 00O
pe:a6iJ1iTaui;13

CyrioboBa TpaBma, Aypa: nokooBanHs, | Heraitne B/B BBenenHs KOK:;
(remapTpo3) CIIOHTaHHO; CTUCKaHHS. JNOTPUMAaHHS MIPUHIUITIB
yacrimie y | byab-sike noexnanns | PRICE?; BIJIIIOBITHE
cyrimo0ax- TAaKUX O3HAK: MOCHIEHHS | 3He0OJeHHS . 3a BiACYTHOCTI
MILIEHAX HaOpsKy / TIJBHINCHHS | BIMOBIiII HeraiHa
JOKAIILHOT TEMIIepaTypH | TOCIITai3allis, Buznauutu
HaJ cyriao0oM; | piBeHb FVIIl,  mocumutu
IIOCUJICHHS Oouto; | 3aMicHy Teparito KODK,
MOCTYIOBa BTpaTa 00CATy | MPOBECTH aHaIi3 Ha 1HT10ITOpU
pyxJimBOCTI B Ccyrio0Oi / | abo PO3TIISTHYTH
TPYAHOLII BUKOPUCTAHHA | albTEPHATUBHUN Jiaruo3
KIHIIIBKA TIOPIBHSIHO 13 | (CENTUYHUN apTPHUT, MIEPEIIOM).
3BUYHUM PIBHEM ApPTpOIIeHTE3 MTPOBOIATH JIHILIE
3a migo3pu Ha iHQeEkKmio abo
IpU HaMpyXkeHOMY OorodoMy
remMapTposi >24 TOJIUH
(0co0IMBO KYNBIIOBUH CYTI00)
i GaKTOPHUM MPUKPUTTAM 3
piBaem  aktuBHOCTi  30-50
MO/nn npotsrom 48-72 roauH.
[Tlicns  3MeHmenHs 6010
pea6iniTaui;14

[IHC / BUK [TinTBepmxena / | 3Haunuii / TpuBanuii 6ins | Heraiine BBeneHHS K®K! no
T1J103pIOBaHa TOJIOBH, COHJIMBICTb, | IPOBEACHHS JTOCIIIKEHb.
TpaBMa TOJIOBM | MOpPYLIEHHA cBigomocTi, | Heraiina rocroiTanizaris.
abo xpeOTa; | HeBposoriuHi cumnromy; | [linTpuMka 3aXMCHOTO piBHS
CIIOHTAHHO panrtoBui cuneHU 6116 y | FVIII 10 BU3HAaYUeHHS npUYuHU
cnuHi  (CIMHHOMO3KOBA | Ta JI0 3YINUHKH KPOBOTEYI.
KpOBOTEYA) Hesinknagua KT / MPT (y
HeMoBIAT Y3Jl) T0JIOBHOTO
MO3KY, KOHCYJbTallisl
HEBPOJIOTa. IIpn BUK
BTOpPUHHA MpOQUIAKTUKA IS
3arno0iraHHs peluInBY:
MiHIMyM 3-6 MicALIB; TpHU
BHUCOKOMY PHU3UKY PELUIUBY —

MTO’KUTTEBO
Ouni TpaBma a6o | binb, sumumuii | Heraitme  BBenmenns KK,
1HOeKisn KpOBOBWJINB, NopylieHHs | Heraiine odranabMooriuHe
30py o0cTexxeHHs (TTOBTOPIOBATH IO
6-8 TromMH 10  3YNUHKH

KpOBOTEYI)
Iopno/mmust MicreBa JlokaneHuit HaOpsik abo | HeraitHe  BBeneHHS KoK
aToJIOTIS; Oump; 1HOAI oOcTpykiis | HeraitHa rocmitamizamisi, orsig
TpaBMa, JINXaJTbHUX NUIXiB | oronapunronora. IlinTpumka
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CHWJILHUH
KallleJb

(3agumka,  MOPYIIEHHS
TMXaHHS, aciKcis)

3axucHoro piBas FVIII  go
3YMHHKH KpOBOTEUi. v
BUITAQJIKaX MicleBoi iHeKIi
aHTHOI10THKH, JIOITOMIXKHI
reMOCTaTHUHi 3aco6u”

[nyHKoBO-
KHILIKOBA

XBopobu IKT;
TSOKKI  XBOpOOU
MEYiHKH,
CIIOHTaHHO

I'emaTtemesuc (GiroBaHHS
KpOB’10), reMaToxesis
(pekTanbpHE BITXOMKEHHS
CBIDXKOT KpOBI) abo
MeJIeHa; Mpu XBOpoOax
MEYIHKH MO>KJIMBA
MeYIHKOBA
eHnedamonaris

Heraiine BBemenns KOKL
Herajina rocoitamizamis 10
BIT. BwusHayeHHA NPUYHUHH
KpOBOTEUI Enpockomis,
PEHTTCHOJIOTIYHA Bi3yaui3amis
JUIs  BU3HAQUEHHS  MNPUYUHU
KpOoBOTeUli, cneuudivne
JIKYBaHHS. Perynspunii
KOHTPOJIb reMoTJI001HY,
KOPEKIIisA aHeMii; mpu XBOpoOi
NEeYiHKA KOHTPOJb aMiaky B
KPOBI.

JlikyBaHHS MEYIHKOBOT
ennedamonarii BiAMOBIIHO 10
3aTBEPIKEHUX rary3eBUX
CTaHIapTiB y cdepi OXOpOHH
3/10pOB’sl. [TigTpumka
3axucHoro piBasg FVIII  no
3ynuHku  kpoBoTeui (KDK
aHTU(DIOPUHOIITHKH)

UYepesna
MOPOYKHUHA/
3a04Y€pEBUHHHI
pOCTip

Tpasmu;
MicIieBa
IaToJIOTIS;
CIIOHTaHHO

bine y xuBoTi, 3aYyTTH,
CHUMIITOMH «TOCTPOrO
KUBOTa»,  MapaJliTUYHA
KHIIKOBA HEMPOX1AHICTh

Herajtne BBemennss K®K.
Heraiina rocmitamizamiss 10
BIT. IliaTpumka 3aXucHOTro
piBas FVIIl no BuzHaueHHs
eT10JI0T 11 Ta 3YNUHKU
KpPOBOTEYI. Busnauenns
erionorii: JeTanbHUM aHaMHE3,
OLlIHKa 000, OrysiA Xipypra,
V3 / KT JKUBOTA,
3204€pEBUHHOTO MIPOCTOPY.
JlikyBaHHS MPUINHU
KpPOBOTEUi.

Hupxkosi

TpaBmu;
MicIieBa
maroyioriss  (pak
CEYOBOT0
Mixypa y ocib
CTapILOro BiKY);
CTIOHTaHHO

binp y xuBOTI, HaOpAKH,
cwibHUN Oinb y 0o Ta
CIUHI, reMaTypist

lNocnitanizamis. [TomipHa
6e30omicHa  rematypis  6e3
JUCOYHKIIT HHUPOK / cepus:
3aMmicHa Tepamis (aKToOpoM
3ropTaHHs  KpOBI  CyBopui
JTDKKOBUHM PEXUM, TiapaTarist
(3 n/M? IO moBepXHi Tina Ha
n00y), YHUKaTH 3aCTOCYyBaHHS
necMonpecuny. bib abo pscaa
/ TpuBajma / peuuaAMBYyIOuYa
remMarypis: HeraiiHe MOBTOpPHE
BBeaeHH K®OK 1o 3ynunku
KpOBOTEYI; YHUKATH
aHTU(iIOPUHOIITHKIB,; Y31
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(TpOXiTHICTH CEYOBUX IUISAXIB,
HasIBHICTb 3TyCTKIB),
KOHCYJIBTAILis ypoJiora

PoroBa
MOPOKHUHA

Bunanenns
3y0iB / 3MiHa
MOJIOYHHUX
3y0iB; TIHTIBIT,
MapOJIOHTHUT;
TpaBMH

KpoBoToumBicTh  siceH,
KpOBOTEYa 3 JIYHKH 3y0a
qu 1HIIHUX JIUISTHOK
poTOBOT MTOPOXKHUHH,
0i1b

Busnauntu wmicue KpoBoTedi,
32 MOXIIHMBOCTI  HAaKJIacTH
cTuckarouuii Tamron Ha 15-30
XB. Ta/abo IIBH.
AnTHdiOpuHONITHKN 5-7 AHIB.
Koncynwbranis cromartosora /
HIEJICTTHOJIMIIEBOTO Xipypra JJist
BU3HAUCHHS  NPUYMHH |
TSOKKOCTI  KpoBoTeui.  [lpu
MEePCUCTYHOTIi KpOBOTEHYi:
KO®K + wiceBi 3acoou®:
YHUKAaTH BXKMBAaHHS TBEPAOL
i, €HepriiHOTO TOJOCKAHHS
poTta Ta IHTEHCHBHOT
AKTHUBHOCTI 3-5 JIHIB;
yTPUMYBATHCh BiJl KypiHHS >24
rOf., M’Ka [IMHA JJIS 3aXUCTY
paHu.

Hic
(emicTakcuc)

IMomkomKxeHus /
MOJIpa3HeHHs
CIIM30BO1
000JIOHKH HOCAa

Kpor’stHUCTI BUILTICHHS,
psACHA KPOBOTEYA

HaxunuTu ronosy Briepen, uio0
YHUKHYTH KOBTaHHS KpOBI,
00epeXHO  BHIYTH  CIIA0Ki
3TYCTKH; MIIIHO MPUTHCHYTH
3MOYCHY KPHKAHOI BOJIOIO
MapJIio 10 TepeHices B AUISHII
TEPEAHBOT HOCOBOI1
neperopoaku (3oHa JlitTia)
nporsasrom  5-10  xB., abo
MicleBe 3aCTOCYBAaHHS
CEPBETKHU 3MOYEHOL
aHTU(H1OPUHOTITHKOM.
Tamnonana HOCa
IPOTUIIOKA3aHa Yepe3 PHU3UK
KpOBOT€Yl TpU  BHUAAJEHHI
tamnony. JlikyBaHHS TPUYUHU
KpoBoTeul  (MpOTHHAOPSIKOBI,
AHTHUTICTaMIHHI, aHTHOIOTHKH,
3BOJIOXKEHHSI TIOBITPSI TOIIIO).
[Ipu mepcuctyrouiii kpoBoTeyi
KOHTPOJIb KUTTEBUX
MOKa3HUKIB Ta TEMOTJIO01HY 10
3ynuHKH ~ KpoBorewi.  [lpm
peruanBax KOHCYJIbTAIIis
JiKaps-OTOPUHOJIAPUHTOJIOTa

Po3pusu
cajaHa

Ta

[Mopizw,
MTOIPSTINHH,
TpaBMHU

30BHIIHSI KpOBOTEYa
BHACJIIIOK IOIIKOMKEHHS
HIKIpH

BBenenns KOK?,
KOHCYJIbTAIlis xipypra,
3alllMBaHHS PaHU




[TponoBkeHHs moaaTka 2

Tsoxki PiBenn Menoparis, amucmenopes, | ['opmonanbHa Teparis
MEHCTpYaJIbHI FVI111<40 MICISATOIOr0oBa (ectporen / mporectepoH /
KpOBOTEUi MO/nn KpOBOTEUa abo | mporecTuH NepOPANBHO,
aHOMaJIbHA KPOBOTEYA Y | MiAIIKIPHO abo
MEPUMEHOTIAY3aJIbHOMY | TPAHCAEPMAIIBHO;
nepioni BHYTPIITHHOMATKOBA CUCTEMA 3
JIEBOHOPIECTPEIOM);
TpaHekcamMoBa Kkuciora 15-25
MI/KI KOXHI 6-8 romuu
IEPOPATBHO

Hpumimku: *Jocmamua 0o3u ma mpusanicme Ons 3ynuHKu Kposomeui 6KaA3aHoi 10Kami3ayii;
Ipunyunu PRICE: 3axucm [Protection] — immobinizayis — wiunu, noncemu; cnoxiti [Rest] — siocymmuicme
Hasanmaoicensv,; 1io [1Ce] — npuknadanns 1600y/xo0n00y na ypasxceny Oinanxy na 15-20 xs., 3 nepepsamu, aie
He bGe3nocepednvbo Ha wiKipy, kKomnpecis [COmMpresssion/, niowsme nonoscenns xinyisku [Elevation]);
¥ikysanns 60110 6i0N06IOHO 00 YUHHUX 2a7Ty3€6UX CIMAHOApMIE y chepi 0XopoHU 300p06 '3,

*peabinimayis. npoBOOUMbCA 00 MAKCUMATLHO20 / NOBHO20 GIOHOGIEHHA (QYHKYIT nid Haznsoom (axieys 3
00C8i00M NIKY8aHHA 2emoinii nio adexsamuum npoiraxmuunum npuxpummsm FVIII;

Secmonpecun npu neaxiii popmi cemodinii A, anmugi6puronimuxu;

Haxnaoanus wieis, micyeso eninedpun, , anmughiopunonimuxy y euensadi nacmu abo piounu.

Cropouenns: FVI — ¢paxmop VIII; HGB — cemoenobin; BYK — enympiuinbouepentuil Kpogosuius,
KT — xomn’romepna momoepaghia; KOK — xonyenmpam ¢paxmopa xoazynayii (FVII); MPT — maenimuo-
peszonancha momoepagis;, HBII — netiposackynsapui nowkoodxcennsi;, IIIIH — noodoesicenuii nepioo

nanigeusedenns, [T — niowa nosepxni mina, OPA — onopno-pyxosuii anapam, Y3/[ — yrempazeykoge
docnioacenns; [{HC — yenmpanvna Hepgoga cucmema




JogaTok 5

710 yHi1(IKOBAHOTO KJIIHIYHOTO
IIPOTOKOJIY IIEPBUHHOI Ta
CHeLiaIi30BaHOl MEIMYHOT 10TIOMOTH
«Temodimist A»

(miamyHKT 4 myHKTY 2 po3aury III)

AJITOPUTM JIKyBaHHS TOCTPOi KPOBOTeYi y Maui€HTIB 3 remoginiero A ta iHriditopamu

KinbkicHe BU3HaYeHHs iHridoiTopa
(XpOoMOTeHHi aHaNi3} 3 BUKOPHCTAHHSIM OMYAyOro PeakTHBY)

v v

Caa0kopearywunii iHridiTOp CusbHOpearyw4uii inrioirop
(<5,0 5O) (>5,0 BO)
v Ipoginaxmurxa emiyuzymabom?
i max
Konuenrpar FVIII v
Pospaxynox nasanmagicyeanvroi 0o3u 05 rEVIiaz rEVllaz
Hetimpanizayii ineioimopa:
m (ke) x 80 x [(1 — HCT) x mump inciimopa (OBb)] 2 mo3u (90-270 MKI/KT) ! Obepedicro y nayicnmie 3
s 0ocsaenenns sumiprosanoi akmuernocmi FVIII abo haxmopamu pusuxy mpomoosy:
Jlooamu dooamrogi 50 MO/ke nonao KATIK2 ® nepenecena 6eHO3HaA
PO3PAXYHKOBY HABAHMAICYBANLHY 003 mpomboemoonis
S 1 no3a (75-85 MO/xkr) o oocupins
15 xs. nicns ()c),wocyi ) . — P
3a 8I0CymHocmi o Kypinns
Busnavenns aktusnocti FVIII epexmy abo sa * xponiuna ingexyin
. i ® 3anaienis
ananiz (FVII:C)! 'ZZIZ iZL;ZZZZMOZO ! Pusux NSTEMI, TEJIA
Her)ocmamuﬂ‘ 681pPo00sHC 6 Micayie nicia
= KOHmMpOJio P
2eMoCmamuina 8ionogios P 3acmocyeanis emiyusymady
YyepryBaTu
FVIIa 3 KAIIK Monimopuna®
Heoocmamus
1o 3-6 l"OI[I/I]-I2 2emocmamuyna
! pemenvhuti monimopume 610N06I0b
(pusux mpom6o3y ma /[B3)
KAIIK?
Monimopune mumpy ineioimopa 6 Kpom‘ll
! Puzux mpom603y,
TI/ITp iHFiﬁiTOpa mpomMoOOmuyHoi
<5.0 BO a6o >0.6 BO MiKpoaHeionamii:
® pazosa 003a 00 50 MO/ke
¢ ® cymapra 00606a 003a
00100 MO/xe
Konuentpar FVIII
6 eKCmpenux cumyayisx Monimopuna®
00 3-5 ouis
Monimopune mumpy inzibimopa 6 Kpogi*
AHaMHeCTHMYHA
BiAnmoBiaL

Hpumimxu: Y eumiprosanna axmusnocmi FVIIL:C y naasmi kpoei ma mumpy inzibimopie BOI pexomendye
xpomozenni ananizu FVIII 3 euxopucmannam buuavozo peaxmusy (6uuauuii FX y nabopi peaxmusis). *Memoou
MOHImMopuHey - mpomboenacmoepaghis abo ananiz ymeopeHHs mpomoiny;

Cropouennsn: HCT — eemamoxpum; FVIII — ¢pakmop VIII; m — maca mina;, NSTEMI — cocmpuii inghapxm
miokapoa 6e3 enesayii ceemenma ST, YFV1la — pexombinanmuuii akmusosanuii paxmop VII; /B3 — ouceminosane
sHympiwnvocyounne seopmanns, aPCC — xoumyewmpam axmueoganozo npompomoOiHO8020 KOMHIEKCY;, Ko —
xinoepam, MO — midicnapoona oounuys; 5O —bemesoa oounuys, TEJIA — mpomboembonis necenesoi apmepii.
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Honatok 6

710 YHi()IKOBAaHOTO KIIIHIYHOTO MPOTOKOITY
MEPBUHHOI Ta CTEIiaTi30BaHOT MEIUIHOL
nonomoru «I'emodimist A»

(mianyHkT 4 nyHkty 1 po3ainy III)
Ouinka crany cyr.i006iB npu remodiii 3a mkasorw HIHS

ITIb ¢iznunoro TepamesTa

Ne oOcTexeHHs Jara
Yac
Ouinka GpyHKIioHANBLHOTO cTaHy cyrio6iB npu remodinaii HJHS 2.1 — 3Benena tadanug 6ais
Cyrnobu JlikThoBHit Komiaanit ["omMinKoBOCTOTHAN
JliBmi [Ipasuit JliBmi IIpaBe JliBmid IIpaBuii
Halpsiku HIIB HIIB HIIB HIIB HIIB HIIB
TpuBasicTs HaOPSIKY HIIB HITB HITB HITB HITB HIIB
ATpodis M’s13iB HIIB HIIB HIIB HIIB HIIB HIIB
KpemniTaris mig gac HIIB HIIB HIIB HIIB HIIB HIIB
PyXy
Pizke oOMexeHHs HIIB HIIB HIIB HIIB HIIB HIIB
3THHAHHS
Pizke oOMmexeHHS HIIB HIIB HIIB HIIB HIIB HIIB
pPO3THHAHHSA
binb y cyrno0i HIIB HIIB HIIB HIIB HIIB HIIB
Cuna HIIB HIIB HIIB HIIB HIIB HIIB
3aranpHuid 6aJ] OLIHKH
cyrnoba
Cywma 3aranpHEX OaniB + (HIIB HIIB = ne minmaerbes
3arajibHa OLIHKA XOI1 BKJIFOYECHO BU3HAYCHHIO
= JI0 TIOKa3HUKIB
Baranpauit 6an HIHS 0.
OLIIHKH XOJI1

Ha6psax KpeniTauis mix yac pyxy

0= BinCcyTHIN O=BincyTHA

|=He3HauHMH 1=nerxa

2=noMipHUA 2=TspKKa

3=cunpHuii

Tpusanicts Jedinut 3runaHHs HopmarusHi

O=Halpsk KonTpanarepannbhe: Tadauuni

BiJICYTHIH 0=<5° 0=y mexax

a00 <6 micAmiB 1=5-10° niarmazoHy

1=>6 micsmis 2=11-20° 1=1-4°
3=>20° 2=5-10°

3=>10°

ATpodis JediuuTt po3srnHaHHsA HopmaTusHhi

M’s13iB BiJl IepepO3TATHEHHS TadMui

0= BiaCyTHs KonTpanartepanbHne: 0=y mexax

1= He3HauyHa 0=<5° Jliarma3oHy

2= cuiibHa 1=5-10° 1=1-4°
2=11-20° 2=5-10°
3=>20° 3=>10°

Cuua (3a mxanoto Jlenienca Ta Boprinrema)

Y Mexax IOCTYIHOTO fiana3zony pyxy (IP)

0= nmonae cuiry TSDKIHHS B OLIHIOBATEHOMY TIOJIOJKEHHI 3
MaKCHMAJIEHUM CIIPOTUBOM (CTYIIHB 5)

1 = nonae cuity TSDKIHHS B OL[IHIOBAJIBHOMY ITOJIOXKEHHI 3
MOMIpHHUM CIPOTHBOM (JIe BUXOJHUTh 3 I[OTO ITOJIOXKEHHS 3
MaKCHUMaJIbHUM CIPOTHBOM) (CTYIIIHB 4)

2= yTpUMY€ OLHIOBAJbHE MOJOKEHHS 3 MiHIMAJTEHUM
CHPOTHUBOM (CTYMiHB 3+) a0 J0Nae CHITY TSKIHHS B
OIIIHIOBAILHOMY TOJIOKEHHI (CTYIIiHB 3)

3= MO’Ke JJONaTH CHITy TSOKIHHS B YaCTKOBO IMOBHOMY JIP
(ctymine 3-/2+) abo Moske 3xilicHIoBaTH pyX y P 3a ymoBH
YCYHEHHSI CHJTH TSDKIHHS (CTymiHb 2), 200 MOXe
3IiHCHIOBATH PyX y yacTkoBoMy JIP 3a yMOBH yCyHEHHs
CHJTH TSDKIHHS (CTYIiHb 2-)

4 — MinimaneHe (cTymniHb 1) abo BiACYTHE CKOPOUCHHS MsI3iB
(ctymins 0)

HIIB = He mignaeTbcs BUSHAYEHHIO

Binsb y cyrio6i

0= BiACYTHI# i/l Yac aKTUBHUX PYXiB

1= BixCcyTHIil mix yac aKTUBHUX PYXIB, ane €
IpH JIETKOMY HaTHCKaHHI a0o0 masbmanii

2= OlJIb TiJ Yac aKTHBHUX PYXiB

3aranbHa oninka xoau (xoab0a, migHiMaHHS cX01aMu, 0ir, CTPHOKY HaA

o1Hiit HO3i)

0= yci HaBUYKH Y MeKaxX HOPMH

1= o71Ha HABHUYKa BUXOJHUTH & MEXi HOPMHU
2= n1Bi HABMYKU BUXOMATH a MEXKi HOPMHU
3= Tpu HABUYKH BUXOISATH @ MEXi HOPMH
4 = yci HABHYKH BUXOJSATH 8 M€K HOPMH

HIIB = He mignaeTbcsa BUSHAYEHHIO

Tpumimra. npu 3acmocysanni wikanu HJIHS neobxiono kopucmyeamucs incmpykyicio ma pooouumu IUCMKAMU, sKi 000aiomvcsi
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Hlkana HEAD-US (yabTpa3BykoBa oninka reMogisiiuHoi apTponarii)
OsHaku baan
AKTHBHICTh XBOPOOH (CHHOBIT)
I'inepTpodis cuHOBiIaILHOI 000JT0HKH

BigcyTHs/ MiHiMaabHa 0
Hesnauna /momipHa 1
3HayHa 2
YpakeHHs CYTJI000BUX MOBEPXOHb
Xpsii
Hopma 0
[TopymmeHHst €eXOCTpYKTYpH, hOKaTbHE 3MEHIIICHHS TOBITUHY / TIOBHA 1

BTpaTa Cyrja000BOro Xpslla, o oXomnoe < 25% JII1
3MeHIIIeHHS TOBIIWHY / TIOBHA BTpaTa CYrJI000BOTO XpsIa, M0 OXOTUTIOE | 2
< 50% JI1t
3MeHIIIeHHs TOBIIMHY / TIOBHA BTpaTa Cyri000BOro Xpsia, 1o OXOIUTIoE | 3
> 50% JIT*

[ToBHe pyliHyBaHHs Xpsiia a00 BIACYTHs Bi3yai3allisi CyrJIo00BOTO 4
xpsama Ha JI1*
KicTkn
Hopwma 0
He3nauHi Hep1BHOCTI CyOXOHAPAIbHOI KICTKH + MOYaTKOBI OCTEO(ITH 1
HaBKOJIO Ccyrjio0a
YpaxkeHHs1 CyOXOHIpaJIbHOI KICTKU + €po3ii, BUpakeH1 octeoditu 2

HABKOJIO CyTJIo0a

3arayibHa KUJIbKICTH OaJiiB
Tpumimru: JIT — 0ocnioxncyéana nosepxus. Jlikomos, nepeous yacmuna OUcmanibHo2o 6i00iny enighizy nievoeoi
KicmKu, KOJIHO, CY210606a NOBEPXHA 20J106KU CME2HOB0I KICIMKU,; 2OMIIKOBOCIMONHULL CY2ll00, NepeOHs YACMUNA 207108KU
mapannoi kicmku. HEAD-US — susienenns pannvoi cemoiniunoi apmponamii Memooom yivmpaseyKy

IlIkana IlerrepccoHa (PEHTIeHOJIOTIYHA OLIHKY reMO@UIiYHOI apTponAaTil

PenTrenosioriuna 3mina PesyabTar | Oninka
(0am)

Octeonopo3s Hewmae 0

€ 1
3011b1IeHHA enidizy Hemae 0

€ 1
HepiBHicTh CyOXOHIpAIbHOT TOBEPXHI KICTKU Hemae 0

He3nauna 1

3HauHa 2
3ByXEHHS CYTJI000BOT IIIJTUHU Hemae 0

< 50% 1

> 50% 2
YTBOpeHHs CyOXOHIpaibHOI KICTH Hemae 0

1 kicTa 1
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> 1 kicTu 2
KpaiioBi epo3ii cyriio60Boi moBepxHi Hewmae 0

€ 1
[Topy1ieHHs KOHTPYEHTHOCTI CyTJI000BUX Hemae 0
MTOBEPXOHb He3nauna 1

3HauHa 2
Hedopmartis (aaryssiiis Ta/abo 3mimeHHs Kictok, | Hemae 0
110 YTBOPIOIOTH CYTJI00) He3nauna 1

3HayHa 2
3aranpHa KUIBKICTh OalliB 0-78

MosxnuBuii 3aransuuii 6an: 0-13 6aniB 111 KOXKHOTO Cyrio0a; A yCix cyriiooiB
6x13 =78)

HIxkana IPSG niis oninkyn reMo@isiiaHoI apTponarii
3a JONMOMOI 0K MATHITHO-PE30HAHCHOI TOMOrpadii

3MiHN y Bumit / remapTpo3 He3naunwmii (1)
M’ SIKHX [TomipHuii (2)
TKaHMHAX 3HAYHUHA (3)
I'imepTpodis cuHoBianbHO1 | He3nauna (1)
00O0JIOHKH ITomipHa (2)
3HauHa (3)
HasBHicTh remocuaepuny | HesHauna (1)
[TomipHa (2)
3HayHa (3)
ITigmkana omiHKK 3MiH Y M’ SIKMX TKaHMHaX | Makcumywm 9 GaniB
Ocrteo- [ToBepxHEBi epo3ii bynp-sika moBepXxHEBa epo3ist (1)
XOHJPaJIbHI | KOPTHUKAJIBHOTO IIapy Epo3is > nonosunu cyrinodosoi | (1)
3MIHU CyOXOHIpaIbHOI KICTKH MOBEPXHI MPUHAWMHI Ha OHIN
abo0 KpaiB cyriIo0y KICTITI
[TpunaiiMHi o/1Ha (1)
[TpuHaliMHI TBOX KiCTOK a00 (1)
CyOxoHapanbHI KiCTH KICTO3HI 3MIHH > TPETUHU
Cyr1000BO1 MOBEPXHi
MIpUHAWMHI Ha OJTHIHN KiCTII
Jlerpamaiist Xpsima Bynb-sike 3menieHHs ToBmuHu | (1)
Cyria000BOr0 XpsIa
Btpata > moyioBuHY Bij (1)
3arajbHOro 00’ €My
CyrJ000BOTO Xpsillla MPUHANMHI
Ha OJHIN KICTI
[ToBHa BTpaTa cyriao60BOro (1)
Xpsiiia xo4ya 6 B OJIHIN AUTSHIT
OJIHI€1 KICTKH
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[ToBHa BTpaTa Cyriio00BOTO (1)
XpsiIIia, 10 MOIIMPIOETHCS X04a
0 Ha MOJIOBUHY CYTJIO00BOT
MOBEPXHI MPUHAWMHI Ha OTHIN
KICTII

ITigmkana OMIHKA OCTEOXOHAPAITBHMX 3MIH | MakcumyM 8 OaiiB

Hpumimku: IPSG — Mixcnapoona epyna 3 oocniosxcents npoginakmuxu
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70 YHI(IKOBAHOTO KJIIHIYHOTO MPOTOKOIY
MIEPBUHHOI Ta CTEIiaIi30BaHOT MEANIHOT
nonomoru «I'emodimist Ay

(miamyskT 3 nyHkTy 1 po3ainy III)

IMam’saTka 119 namienTa (0aTbKiB/ONIKYHIB IUTHHH) 3 TeMO(iji€l0 A Ta HoCist

I'emodinmiss A — pigkicHa cmaakoBa xBopobOa 3ymoBieHa aedimutom VIII
daktopa 3ropranHs kpoBi (pakrop VIII), mo 3ymMmoBItoe mopyIeHHs 3ropTaHHs KpOBi
Ta TPU3BOJIUTH J0 AHOMAIBHUX KpOBOTEY (OE3MPUUMHHUX, HAATO TPHUBAIUX, SKI
Ba)XKO 3yNMUHUTH) Ta KPOBOBUJIMBIB Pi3HOT JIOKai3allil, HalvyacTiiie y Cyrioou, M’si3u
Ta M K1 TKAaHUHHU.

I'emodimiss A 3ymoBneHa mytamiero reHa (akropa VII, sxkuil MicTUTBCS y
XKIHOUIM cTaTeBiid xpomocomi (X-xpomocomi). [le o3Havae, 1110 epeBaKHO XBOPIIOThH
YOJIOBIKH. Y €1 IOHBKH YOJIOBIKA 3 TeMOGLITIEI0 A 31€0LIBIIIOT0 HE MalOTh CUMIITOMIB,
aJie € HOCISIMU Ta TIEPe/IaloTh MaTOJIOTTYHUM TeH MITAM. ko 6aThbKo 3710pOBHi, a
MaTH HOCI1#, TO UMOBIPHICTH Y XJIOMUYKMKa OyTH XBOpUM Ha remodinito A ckianae 50%;
y IiBUMHKH LIAHC OYTH HOCiEM Takox ckiaazae 50%. MmoBipHicTs XBOpoGH ¥
JTIBUMHKHU CKJIanae 25% Juiie 3a yMOBH, 1110 0aTbKO XBOpHM Ha reModiIiio A, a MaTH
— Hociil. [Ipote, 1o 30% mnalieHTIB HE MalOTh BUMAJKIB XBOPOOU B POJIMHI, TOOTO €
WMOBIPHICTh BUIIQJIKOBUX F€HETUYHUX MYTalii. biabln neranbHy iH(OpMaLiO 1M1010
PU3UKIB BU MOJKETE OTPHUMATH MiJl YaC MEIUKO-TeHETUYHOIO KOHCYJIbTYBaHHS Ta
TeHETUYHOTO JOCTIKEHHS.

TsKKICTh KPOBOTEY, YACTOTA iX BUHUKHEHHSI Ta BIK MIOYATKY MPOsABIB reModimii
3anexartsh Bl crynens gediuuty gakropa VIII, ToOTO piBHS HOro akTUBHOCTI B KPOBI.
V Bunanaky Baxkoi ¢popmu remodinii A (aktuBHicTh (hakropa VIII menmre 1 MO/mn)
KpOBOTEYl BUHUKAIOThH 3 PAHHBOTO JUTHHCTBA, YACTO Y POTOBIHM MOPOKHUHI B TIEP10]1
npopi3yBaHHs 3y0iB a00 YTBOPEHHS BEIMKHUX T'€MaTOM BHACIIJOK HE3HAYHOI TPaBMH
ab0 HaBITH 0€3 SBHOI MPUYMHU HANPHKIHI TEPIIOr0 POKY KUTTS, KOJIU JIUTHHA
nounHae xoauTH. [Ipu remodimnii cepeupoi TsXKKOCTI (akTuBHICTH (hakTopa VIII 1-5
MO/n1) BUHUKAIOTH TpUBAJIl KPOBOTEYl MPU TpaBMax, Mopizax abo XIpypriyHux
BTpYYaHHSX, 3piaka 0e3 npuuunu. [Ipu nerkux popmax (aktusHicTh dakropa VIII 5-
40 MO/nn) O6e3mpuUMHHI KPOBOTEYl MPAKTUYHO HE BUHUKAIOTH, TOMY XBOpoOa
JI1arHOCTYEThCSI 3HAYHO IMi3HIIIIE, 1HO/I1 HAaBITh y IOPOCIOMY BiIli.

BuHUKHEHHSI KpOBOBHWIIMBY, 3a3BHYall, CYNMpPOBOKYETHCS 3HAYHUM OoJieM Ta
HaOpsikoMm. Haliuacriiie cTpakaatoTh Cyrjioou, 0COOJUBO KOJIIHHI, TOMUJIKOBOCTOITHI,
JKTBOBI, 110 MPOSIBJIETHCS 00JIEM, HAOPSKOM Ta yTPYIHEHHIM PYXiB y cyriio01. ko
KPOBOBUJIMB BUHUK B OJTHOMY CYTJ001, TO € BUCOKA WUMOBIPHICTh MOT0 IOBTOPEHHS Y
BOMY K Cyri001 (Cyrio0-MillleHb) Ta BACOKUH pU3UK KPOBOBUJIMBIB Y 1HIII CYTJI00M.
[ToBTOpHI KPOBOBWJIMBU MOUIKOIXKYIOTh CYTJI000B1 CTPYKTYpH, BUHHMKAE XPOHIUHE
3aMmajieHHs 3 TOJIJbIINM PO3BUTKOM XPOHIYHOI reModiIidHOoi apTpomnarii. 3 gacoM
CTaH MOTIPUIYETHCSA: PYXH B CYIJIOO1 MOCTYNOBO OOMEXYIOThCS XX 1O AHKLIO3Y
(HEeMOKJIMBOCTI pyXiB y cyrio01). Lle yckiagHioe nepecyBaHHs, caM000CIyrOBYBaHHS
1 MOke OyTH MPUYMHOIO 1HBANMIAHOCTI. KpiM TOro, KpOBOBIIIMBU MOXYTh TUCHYTH Ha
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CYOIUHH 1 HEpBH, IO O€3 HAaJEKHOTO JIKYBaHHsS 3arpoKy€ BTPATOIO KiHIIIBKH.
Oco0nuBO HEOE3MEYHUMHU Ta 3arpo3JIUBUMH IS KUTTSA € KPOBOTEUl B JUISHKAX
T'OJIOBH 1 1MW, TPY/THOI Ta YEPEBHOI MMOPOKHUHHU.

Ha chorogni He iCHye aHI MOMJIMBOCTI BWJIIKYBaHHS, aHi crenu@igyHoi
npodinakTuku remodiaii A, ska O J03BONMIIA YHUKHYTH XBopoOu. IIpote, paHHs
JIIarHOCTUKAa Ta Mpo(UIaKTHYHA 3aMiCHA Teparis MO3UTHBHO BIIMBAE Ha mepedir
xBopoOu. IlpodinakTnuna 3amicHa  Tepamis TOJATae Yy  PEryIsIipHOMY
BHYTPIITHBOBEHHOMY BBEJIEHHI IIJIa3MOBUX a00 peKOMOIHAHTHUX KOHIICHTPATIiB
dakropa VIII, mo cyrreBo 3MeHIIye HMOBIpHICTH KpoBOTed. [HIIMM BapiaHTOM
npodiTakTUYHOI  Tepamii € MmImKIpHE BBEACHHA  He(akTopHOI  Teparii
PEKOMOIHAHTHOTO MOHOKJIOHAJIBHOTO AaHTHTUIA eMinmu3ymaly, sIKWid B MpoIleci
3rOpTaHHs KpPOB1 BUKOHYE TaKy  (yHKIi0, ik pakTop VIIIL. [Ipodinaktuuna tepamnis
3HI)KYE PU3HK HEOE3MEYHUX KPOBOTEY, 3a100Iirae MOMKOIKEHHIO OMOPHO-PYXOBOTO
amapaty, 3MEHIIyEe XPOHIYHUN O11b, (PYHKIIIOHAIbHI OOMEXKEHHS Ta 1HBAIIIHICTD,
3HIIKYE TOTPeO0y OPTONEANYHOI X1pYyprii, HEB1IKJIaIHOT TOTIOMOTH, TOCITITaji3allii, 1a€
MOXJIMBICTh TTIOBHOITIHHOTO JKUTTS 3 BIIBITyBAaHHSIM IITKOJIM Ta MOXKJIMBICTIO TIparli.

[Ile oxniero HeOe3MeKow Mpu reModiiii € yTBOPEHHS IMyHHOIO CHUCTEMOIO
aHTUTLI (1HT101TOPIB), SIKI HEUTPATI3YIOTh J110 BBEJCHUX KOHIIEHTpaTiB gakropa VIII.
[le ycknanHIO€ KOHTPOJb KPOBOTEY, 30LIbIIYE CMEPTHICTh T4 PU3UK YCKIIATHEHbD.
Tomy BIpo1oBxK MPpodiIakTUYHOI Teparnii MOTPiOHO MEePiOUYHO MPOBOAUTH aHATI3U
KpOB1 Ha 1HTIOITOpH; y pa3l iX MOSIBU 3aCTOCOBYETHCSA CICLIaIbHE JIIKYBaHHS —
30UTBIIy€eThCA A03a KoHLEHTpaTiB (aktopa VIII, 3acTocoByroTbes mpenapartu, siKi
MICTATh 1HINI (aKTOpH 3rOpTaHHS KpoBl, WHI00 CHHUHUTH KpOBOTEdy, abo
NPU3HAYAETHCS HEe(haKTOPHA Tepartisl.

JJ1st TOCTIHHOTO KOHTPOJIO €(heKTUBHOCTI NPO(DIIAKTUYHOT Tepallii, BUSIBICHHS
1HT101TOP1B, 3a0€31eYeHHs KBaII(P1KOBAHOI TOMOMOTH ITPHU YCKJIATHEHHSIX, 0€3[1€YHOTO
MPOBENICHHS OYIb-IKMX MEANYHUX BTPY4YaHb Ta JIIKYBaHHS CYNyTHIX 3aXBOPIOBaHb YCI
MaIieHTy 3 TeModuriero A Ta HOCii TOBUHHI OyTH 3apeecTpoBaHi y IEHTP1 JIKyBaHHS
remoinii, mepedyBaTu Ha CIIOCTEPEKEHHI yCE€ JKUTTA Ta PETEIbHO BUKOHYBATHU
MPU3HAYEHHS JIKaps.

IIpakTHyHi pexomMeHaaumii JJds mnamieHTa, 0aTbKiB (OMiKYyHIB) aiTed 3
remodiiiero A Ta HOCIiB

[Ticns BcTaHoBNEeHHA AiarHO3y remModinii A Bu moBuHHI cTath Ha OOJIK Y
CHeIiaTi30BaHOMY HLEHTpP1 JIKYBaHHS reMoQuiii, OTpUMYBaTU 3aMICHY Tepalliio Ta
OyTH Ha CIIOCTEPEXKEHH1 BIIPOJIOBK YChOT'O JKUTTH.

Bu noBuHHI 000B’S3KOBO MOBIIOMJISITH MPO CBOIO XBOPOOY YCIX MEAMYHUX
MpaIiBHUKIB / MapaMeJMKiB y pa3l BUHUKHEHHS HEBIIKJIAHUX CUTyalldl (TpaBma,
eKCTpeHa TrocmiTam3alis, JO0pOKHBO-TPAHCIOpPTHAa mnpurona toulo). Haiikpaiie
HOCHUTH 1JIeHTU(]iKaTOp (HAIpHKIad 3acTepeXKHUM OpacieT) Ta MOCTIMHO MaTu Mpu
co0i JOKyMEHT 3 iH(opmalli€ro mpo TOYHWM AiarHo3, HasBHICThH 1HTIOITOpa, TpyIy
KpPOBI, pe3yC-TPUHAICKHICTh, KOHKPETHI PEKOMEHJAIli Ha BUMAJO0K KpOBOTEYl Ta
KOHTaKTHI1 J1aH1 JIKyI4Oro JiKapsi.
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BaxxinuBo BecTH 3amucu 1010 KOXKHOTO €301y KpOBOTEYi: aTa, MPUYUHU Ta
MIPOSIBU KPOBOTEUl, BBEJICHMM mpenapar, no3a. Lle morpiOHO mikapro Il OLIIHKH
e(heKTUBHOCTI JIIKyBaHHS.

€nuHuii cnoci0 3MEHIIUTH PU3UK KPOBOTEY Ta YHUKHYTH YCKJIaAHEHb —
npodiIakTUYHA 3aMICHA Tepallis, peKUMY SKOi BU IOBUHHI PETEILHO TIOTPUMYBATUCS.

Bu nmoBuHHI 3HATH MOKJIMBI ITPOSIBU KPOBOTEY Pi3HOI JIOKaMi3allii Ta MPUHITUITH
HeB1AKIaaHO1 1oroMord. [lepeBaxkHo 11e gojaTtkoBa jao3a (akropa VIII 3anexHo Big
TSDKKOCTI Ta JIOKaji3alii KpoBOTeYl, 1HO1 JOIaTKOBI KPOBOCTIMHHI 3aCOOH.

[Ticas HaB4YaHHA y UEHTPl JIKyBaHHS TreMo(duIii BU 3MOXKETE CaMOCTIHHO
BBOAWTH MPO(DIIAKTUYHI MpernapaTH B JOMAIIHIX YMOBaxX Ta PO3paxoBYBaTH iX J03U
Ha BUMAJ0K TOCTPUX KPOBOTEH.

[Ipu xpoBoTEeUax y cyrjioon Ta M’sKl TKaHUHHU 3a0e3MeuTe CHOKIA ypaKeHOl
KIHIIBKU (OOMEXTE PyXH i HABAHTAXKEHHS ), MPUKIAAITh X0JI0 (KpUKAHUN KOMITPEC)
Ha YpaKEHY IUISHKY, Kpalle He Oe3MocepeHbO Ha MIKIpY, TPUMAWTE KIHIIBKY Y
IPUIITHATOMY HOJIOKEHHI, SIKIO MOXKIIUBO.

[Ipu kpoBOTEUi 3 HOCA HAXWIITh I'OJIOBY BIEpel, 100 YHUKHYTH KOBTaHHS
KpPOBI, 00EPEKHO BUAYHTE CJIa0Ki 3TYCTKH, MIITHO IPUTHUCHITH 3MOUYEHY KPUXKAHOIO
BOJIOI0 MapJit0 JI0 MEpeHiccsl B JIIISHII HOCOBOI Meperopoaxku mpotsarom 5-10 xs.,
OpUKJIAJaiTe CEpBETKM 3MOYEHI ENCHJIOH-aMIHOKAIPOHOBOK KHUCJIOTOK  abo
TPAHEKCaMOBOIO KHCIIOTOIO.

[Ipu kpoBOTE€Yl 3 POTOBOI MOPOKHUHHU BHKOPUCTOBYHTE PpO3YUHU
aMIHOKAIPOHOBOI KHUCJIOTU ab0 TPaHEKCaMOBOI KHCJIOTH MICIEBO;, YHHUKAWTe
B)KMBAHHS TBEPJOI 1’Ki1, EHEPTr1MHOrO MOJIOCKAHHS POTa Ta IHTEHCHUBHOI aKTHMBHOCTI
BIIPOJIOBXK 3-5 NHIB; yTpUMalTeCs BiJ KypiHHS NpUHANMHI 24 TOJIMHU, 3BEPHITHCS 10
CTOMATOJIOTa.

[Ipu kpoBOTEUax, K1 HE BIANOBIAAIOTH HA JIIKYBaHHS B JOMAILHIX YMOBax abo
CYNPOBOIKYIOTbCSI CUJIBHUM 00JieM 4 HaOpsSKOM, MpU TpaBMax abo KpOBOTEUYax B
JUJISTHIT TOJIOBY Ta IIW1, TPYHOT KIIITKH 200 YepeBHOT MOPOKHUHU HETaitHO 3BEPHITHCS
y JIIKapHIO.

Jliist mikyBaHHS 000 3aCTOCOBYHTE IMapareraMost abo CeNeKTHBHI 1HT101Topu
[HOI'-2 (uenekokcu®, MENTOKCHMKAaM, HIMeCymdia) abo 3HeOoIoBalbHUN 3aci0d
PEKOMEHI0BaHUH JIIKapeM-TeMaToJIOTOM.

YHukaiiTe BHyTPilIHLOM’A30BHX iH’exuiii (!)

Bynp-siki MeauuHI BTpy4aHHsS (J1arHOCTHYHI, XIPYpridHi, T1HEKOJIOT14YHI,
CTOMATOJIOTIYHI TOILO) MOBMHHI MPOBOAMTHUCS BHUKIIOYHO B LIEHTpaxX JIIKYBaHHS
remod1iiii abo 3a MOTroKeHHAM 3 Baimm nikapeM-reMaToioroM.

He 3acrocoByiiTe IiKiB, sIKI 30UIbIIYIOTh PHU3UK KpPOBOTEYl, HANpPHUKIA,
achipuH (aLeTUIcaIiuiIoBa KUCI0Ta), aHTUKOATYJISTHTH, HECTEPOiIHI MPOTU3aNaIbHI
3acobu (kpiMm cenexktuBHHMX 1HTIOITOpiB 11OI'-2). Skmo Takmii npenapat Bam
MPU3HAYUB IHIIUHN CHEHIAICT, MOPaAbTECs 31 CBOIM I'eéMaTOJIOrOM 1010 OE3IMEKH.

Benite akTUBHMH 3J0pOBHH CHOCIO KHUTTA 3 O€3meyHOr0  (hi3UIHOIO
aKTUBHICTIO, aji¢ YHUKaWTe TPaBM, PU3MKOBOI MOBEIIHKH Ta TPaBMATUYHUX BUJIIB
cniopty. JleTasnbHy 1H(MOpMAaIIito 010 BUIB (PI3UIHOT AKTUBHOCTI MOYKHA OTPUMATH Y
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CHeIiali30BaHOMY LIEHTp1 JiKyBaHHS remodimii y daxiBusg 3 ¢izuyHoi Tepamii /
peadimiTarii.

CnoxuBaiiTe 3J0pOBY 1Ky, XapuydTech MOBHOIIIHHO. IligTpumyiite
HOpMaJIbHY Macy Tija.

JloTpuMyHTECh TPaBUJI TIT€HU TTOPOKHUHU POTA: YUCTITH 3yOH JBIYl HA JCHb,
BUKOPHUCTOBYIOUH 3yOHY IIITKY M SIKOT UM CEPEAHBOT )KOPCTKOCTI Ta GTOpPOBaHY 3yOHY
NacTy JUisl BUAAJICHHS HAJbOTy; 100 MakCHMMI3yBaTH KOpPUCTb (TOpY HE 3MUBATE
3yOHY MacTy MiCJIs YHIEHHS 3y0iB («CIUILOBYBATH, aJie HE TTOJIOCKATH ); IS IOBHOTO
BUJAJICHHS HAlbOTY BHUKOPUCTOBYHTE 3yOHY HHUTKY abo MDK3yOHI IIITKH; MpH
OoOMeKeHIM pyXJIMBOCTI JIKTS a00 Mmiedya — 3aCTOCOBYUTE €ICKTPUYHY 3yOHY IIITKY.

OO6O0B’s3K0BO  MPOBOJBTE yci  OpOQIIaKTUYHI  IIEMJIeHHS.  besmeky
3aCTOCYBAaHHS THX YW IHIIUX BaKIMH Ta IUISX BBEACHHS Y3TOABTE 3 T€MATOJIOTOM.
Oco0nMBO BaXJIWBI WICMJICHHS BiA rematuty B, ockinbku 1e 1HQEKIs, o
nepenaeTbcss 4yepe3 KpoB. Pu3umk Takux 1HQEKUId BHUIIMKA TpH MOCTIHHOMY
3aCTOCYBaHHS MpenapariB, BATOTOBJICHUX 3 IJIA3MH KPOBI.

SIkmo y Bac BCTAHOBJIEHO CTaTyc Hocis remModuni A, TO BM HE MaTUMETE
CUMIITOMIB BIPOJOBXK KUTTS, AKIIO akTUBHICTh pakTopa VIII y kpoBi nepesutrye 40
MO/nn. HaBiTh 3a BiJICYTHOCTI CUMIITOMIB, IMEpel CEPHO3HUMHU MPOLEAypaMU YU
XIpypriuHUM BTPYYaHHSIM Ta MPU MJIAHYBaHHI BariTHOCTI CJIiJl 000B’SI3KOBO MPOBECTU
et rect(!).

3HWKEHU piBeHb akTUBHOCTI (aktopa VIII <40 MO/an  moxe
CYIIPOBOKYBATHUCS IEBHUMHU CHMIITOMAaMH, 30KpeMa TPHUBAIMMHU KPOBOTEYAMH ITiCIIs
TpaBM/TIOPI3IB 200 K PSACHUMHU TPUBAIUMH Ta OOJIOYMMH MEHCTPYaJTIbHUMHU
KpoBoTedamu. B Takux Bunaakax tpeOa 3BepHYTHUCS A0 JiKapsI-reMaTosora.

BapTto npoiitu reHeTHYHE KOHCYJIBTYBAHHS 3 PO3IJISA0OM MTUTaHb, OB’ A3aHUX
3 pIiNIEHHAM HapoAUTH IUTUHY. [loTpiOHO OOOB’A3KOBO BHU3HAYUTHU AKTUBHICTh
¢dakropa VIII y kposi y III TpumecTpi BariTHOCTI, 0O OI[IHUTH PU3MK KPOBOTEUI ITi]T
yac Ta IICJs TMOJOTiB. 3apaay Baimioi Oe3rneku Ta Oe3MeKd TUTHUHU TOJIOTH Kpalle
MIPOBOJIUTH Y JIiKapHI, Jie € paxiBIi 3 JiKyBaHHsa reModuii. [Ticyist mosoriB g0 2 MicsIiB
ICHY€ PU3HK MICISANOIIOTOBOI KPOBOTEU1, 10 MOTpeOye KBai(hiKOBAHOTO METUYHOTO
cynpoBoay. Axmo Bu Hapomaunu Xxjomuuka, MICHs HAPOHKEHHS WOMY MPOBEAYTh
JIarHOCTUYHI JOCHIDKCHHS KPOBI — BH3HAYCHHS aKTHBOBAHOTO YaCTKOBOTO
TPOMOOIIIIACTUHOBOTO Yacy Ta akTUBHOCTI ¢akTtopa VIII.




Honatok 8

710 yHi1(IKOBAHOTO KJIIHIYHOTO
IIPOTOKOJIY IIEPBUHHOI Ta
CHeLiaIi30BaHOl MEIMYHOT 10TIOMOTH
«Temodimisa A».

(miamyHKT 3 myHKTY 2 po3aury III)

IIkajia BU3HAYEHHS] YHHHUKIB PU3UKY PO3BUTKY YTPY/IHEHOT0
BE€HO3HOI0 A0cTyny y Aopociaux A-DIVA

Taxk Hi
Uwu € B aHaMHE31 JaH1 PO yCKIaTHCHHUH 1 Gan 0 GamiB
BHYTPIIIHbOBEHHUN JOCTYM?
Bu ouikyeTe HeBanoi nepiioi cnpodr 41 BasKKOTO 1 6an 0 OamniB
BHYTPIIIHHOBEHHOTO JOCTYNY?
UM € HeMOXKJIMBUM BU3HAUYUTU PO3LIMPEHY BEHY MPU 1 Gan 0 GaniB
najbliaiii BEpXHbO1 KIHITIBKH?
Uu € HeMOXJIUBUM 17ICHTU(IKYBATH PO3LIUPEHY BEHY 1 Gan 0 GaniB
IUISIXOM Bi3yaji3allli BEpXHbOI KIHIIBKH?
Uu mae HaiOLIBIIIA PO3IIMPEHA BEHA JAlaMEeTp MEHIIe 3 1 Gan 0 GaniB
MUTIMETPiB?

[Ipu owiHII 32 II€10 MIKAJIO0, SIKIIO cyMa 0amiB > 4, TO TaKUil BUNIAJO0K, TPAKTYEThCS
AK YTPYAHEHUN BEHO3HUM JTOCTYII

IIIkana BU3HAYCHHS! YUHHHUKIB PU3UKY PO3BUTKY YTPYAHEHOI' 0
BEHO3HOI0 AocTyny y airei - DIVA

IlpeaikTop 0 bajis 1 baa 2 baau
Bisyanizariis BeH Buanmi - He Buanmi
[Nanemamisg Bex [TanpnyroThCA - He nanbnyroTbcs
Bik > 36 Mic. 12-35 wmic. <12 mic.

[Ipu o1iHII 32 II€F0 MIKAJIO0, SKIIO cyMa 0aiiB > 4, TO TaKUil BUTAI0OK TPAKTYEThCS
K YTPYAHEHUN BEHO3HUM JOCTYII.
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