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3nopop g’ Ykpainu

MIHICTEPCTBO OXOPOHMU 300OPOB’I YKPATHU
HAKA3

29 rpypHs 2016 poky Kuis Ne 1422

ITpo BHeceHHS 3MiH 10 HaKa3y
MinicTepcTBa 0XOPOHM 3[OPOB’A YKpaiHu
Big 28 BepecHa 2012 poky Ne 751

BigmosingHo fo cTaTTi 14-1 OCHOB 3aKOHOZABCTBA YKpaiHU IIPO OXOPOHY 30POB’, IYHKTY 4 ITonoxxeHH:A npo MiHicTepcTBO OXOpOHM
30pOB’st YKpaiHu, 3aTBeplKeHoro nocraHoBowo Kabinery MinicTpiB Ykpainu Bif 25 6epess 2015 poxy Ne 267, Ta 3 MeTOI0 3a0e3IedeHH
CY4YaCHIUX, HAYKOBO OOI'PYHTOBAHNUX IiAXOMIB 0 PO3POOKI MEMKO-TEXHOMOTIYHNX JOKYMEHTIB 3i CTaHAapTH3aLiil MEAMYHOI JOTOMOT M
Ha 3aCa/jaxX JOKa30BOi MeIULMHI

HAKA3YIO:

1. Y mignyskri 1.1 nyHkry 1 Hakasy MiHicTepcTBa 0XOpOHM 30poB’s YKpainu Bif 28 BepecHs 2012 poky Ne 751 «IIpo cTBOpeHH:A Ta
BIIPOBA/)KEHHI MEVKO-TEXHOIOTIYHIIX JOKYMEHTIB 31 CTaHAapTU3aLil MeAMIHOI JOIIOMOTH B c1cTeMi MiHiCTepCTBa OXOPOHM 30POB
Ykpainu», 3apeecTpoBaHoro B MinicTepcTsi loctuuii Ykpainu 29 mucromnaga 2012 poky 3a Ne 2001/22313 croa «(yHiikoBaHUX KTiHIYHUX
IIPOTOKO/IB)» BUK/TIOUNTIH.

2. 3arBepputy 3MiHM 10 MeTOnMKM po3poOKM Ta BIPOBA/KEHHA MeAMYHUX CTaHAAPTIB (yHi(pikoBaHUX KIiHIYHUX IIPOTOKOTIB)
MeJYHOI OIIOMOTY Ha 3acafjaX J0Ka30B0i MeUI[MHN, 3aTBepKeHOl Haka3oM MiHicTepcTBa OXOPOHM 340POB’sl YKpaiHu Bifg 28 BepecHs
2012 poxy Ne 751, sapeecTpoBaHoi B MinicTepcTsi rocTunii Ykpainn 29 nucronazga 2012 poxy 3a Ne 2001/22313, 110 £0oAa0ThCA.

3. 3arBepauTyt 3MiHM 10 MeTORMKY PO3POOKY CCTEMM IHAMKATOPIB SIKOCTI MEMYHOI JOIOMOTH, 3aTBepHKeHoi HakasoM MinicTepcTBa
OXOPOHM 3IOPOB’S

Yxpainn Bif 28 Bepecna 2012 poky Ne 751, 3apeecTpoBaHoi B MinicTepcTsi ocTunii Ykpainum 29 mucronaga 2012 poky 3a Ne 2002/22314,
IO IOfAI0ThCA.

4. 3atBepauty 3Minn 1o ITonoXkeHHA PO MYIBTUAUCHUIUIIHAPHY Po6OUY IPYILY 3 pO3pOoOKM MeAMYHUX CTAHAAPTIB (yHidikoBaHMX
K/TiHIYHMX TIPOTOKO/IiB) MEAMYHOI JOIIOMOT Ha 3acajax JOKa30B0i MEAMIIMHIL, 3aTBEPIKEHOr0 Haka3oM MiHicTepcTBa OXOPOHM 3[OPOB’s
Yxpainu Bif 28 Bepecua 2012 poky Ne 751, sapeectpoBaHoro B MinictepcTsi roctunii Ykpainu 29 nucronaza 2012 poky sa Ne 2003/22315,
IO IOfAI0ThCA.

5. 3arBepguty 3MiHu 1o IlomoxkeHHA PO peecTp MeAUKO-TeXHONOTiYHMX HOKYMEHTIB 3i cTaHapTHU3allil MeJUIHOI JOIIOMOTI'H, 3a-
TBEpPAKEHOro HakazoM MiHicTepcTBa 0XOpOHM 30poB’s YKpainu Bif 28 BepecHs 2012 poky Ne 751, 3apeecTpoBaHoro B MiHicTepcTsi
foctunii Ykpainu 29 mucronaza 2012 poky 3a Ne 2004/22316, 1110 104aI0ThCA.

6. YipaBmiHHIO TiljeH3yBaHHs Ta KOHTPOIIO SKOCTI HagaHHs MeanvHoi sonomoru (CroHerpkuit 1.1.) 3abesmeunTn mogaHHs 1bOTO
HaKasy Ha [ilep)KaBHY peecTpauiio o MiHicTepcTBa locTuiii YKpainm.

7. KoHTpO/Ib 32 BUKOHAHHAM 1IbOTO HaKa3y 3a/IMIIAI0 32 COH0I0.

8. Lleit Haka3 HaOMPa€e YMHHOCTI 3 AHA 110r0 0iLiiiHOro OMyO/MIiKyBaHHA.

B.o. MinicTpa Y. CYIIPYH




3MIHM

3ATBEPIKEHO

Haxkas MinicrepcTBa
OXOPOHU 310POB’s1 YKpaiuu
29 rpyans 2016 poky Ne 1422

3MIHIN

10 MeToguku po3po6KN Ta BIPOBA/IKEHHA MEFUYHNX CTAHIAPTIB
(ynidixoBaHMX KTiHIYHMX HIPOTOKOTiB) METIYHOI JOIOMOT' M HA 3aCA/{aX JOKA30BOI MEUIIIHN

BUK/TIOUUTH.

1. Y Ha3Bi MeToanku cnoBa «(yHi(pikoBaHMX KIIHIYHMX IPOTOKOMIB)»

2.Y pospgini I:

1) y myHkTi 1.2:

B a63alli OCTOMY C/I0Ba «4aCTMHA TOKa/IbHOTO IPOTOKOTY MeMYHOI JOIIOMOTIM», BUK/TIOYUTY;

a63al] 1eB AT BUK/ITIOYUTI.

Y 3B’3Ky 3 1M ab3a1y HecATUll - ATHAALATUI BBaXKAaTH BiIIOBIIHO ab3allaMIt HeBATUM — YOTHUPHALLIATUM;

B a03alli AeBsITOMY CJIOBO «JIOKaIbHIX» 3aMiHUTHU CTIOBAMU «HOBVX KIIIHITHMX»;

mica ab3aly OXMHALIATOrO JOMOBHUTY a63a10M JBAHAJLIATUM TAKOTO 3MICTY:

«HOBMII K/TiHIYHWIT IIPOTOKO/I MEAMYIHOI JOIIOMOTH — KIiHIYHAa HaCTaHOBa, obpaHa MiHICTEpCTBOM OXOPOHU 3[0pOB’sl YKpaiHu s
il 3acTocyBaHH:A Ha TepuTOpil YKpaiHM AK KIiHIYHOTO IPOTOKONTY 6e3 IPOXOMKeHH MpoLefypH i afanTanii; BM3HaYae Ipoliec Ha-
[aHHA MeIMYHOI OIIOMOTH IIpYU IIeBHOMY 3aXBOPIOBaHHI; 3aTBepIXXY€ETbCA MiHICTEPCTBOM OXOPOHM 30POB’s1 YKpaiHU AK TEKCT HOBOTO
K/IIHIYHOTO MTPOTOKO/TY ab0 IIOCU/IAHHS Ha J>KePerto itoro po3MilieHHs 4y my6/ikamii.».

Y 3B’3Ky 3 1M a63a1y1 ABaHAMLATUI — YOTMPHAALATHUI BBAXKATH BifIIOBIIHO ab3allaM)t TPUHAALATUM — ITATHAALIATIM;

2) y myHKTi 1.3:

micys ab3ally YeTBepTOro JOMOBHUTY HOBUM a63a1[0M ITATUM TaKOT'0 3MiCTy:

«HOBMIT K/TiHIYHUIT TIPOTOKOI MeUYHOI OIOMOTH, AKMII 3aTBEPIXKYETbCS LIUIAXOM BUOOPY KIiHIYHOI HACTAaHOBH, IO Mif/IATaE 3a-
CTOCYBaHHIO Ha TepuTopii YKpaiuy, ii mepeknagy ykpaiHCbKOI0 MOBOIO a00 BUK/IaIeHH aHIJIiICHKOI0 MOBOIO Y/ MOBOIO OPUTiHATY».

Y 3B3KY 3 LM ab3amy IATHI — CbOMMUIL BBaXKaTH BIIIIOBIAHO ab3a1iaMy LIOCTUM — BOCBMMM;

a63a1] BOCbMIUIT BUK/TIOYUTY;

3) nyHKT 1.5 BMKJIACTHN Y TaKil pefakuii:

«1.5. IIpusHayeHHs MeJUKO-TEXHOIOTiYHUX JOKYMEHTIB Ha [ep)KaBHOMY Ta PEriOHa/IbHOMY PiBHSAX IOJIATA€ B TOMY, 1[0 CTAHJAPT
MeJMYHOI JOIOMOIY MICTUTb KPUTepii A/ KOHTPOJIIO 3a [iA/NbHICTIO CUCTEMI OXOPOHU 3[0poB’a Ta akpenuTanii 303. YridikoaHumit
KJIHIYHMI IPOTOKO/I MEAMYHOL JOIIOMOTM Ta HOBUII K/IiHIYHUIA IIPOTOKO/ MEAMYHOIL TOIIOMOTY BU3HAYAIOTh BUMOTK 10 CTPYKTYPHU,
MIPOLIECY Ta PE3Y/IbTATy MEAMYHOIL JOIOMOIH i MiCTATD iIHAMKATOPY /1A K/IiHIYHOTO ay[JUTY.».

3. Ilynkr 2.4 pospginy II BUK/IacTH y TaKiit pefakiii:

«2.4. 3aTBepyKEHHA MEAMKO-T€XHONMOTIYHIX JOKYMEHTIB

HoBi k1iHiYHI TPOTOKOI MEANYIHOI FOOMOTHM Ta CTAHAAPTY MeAMYHOI fonomory (yHipikoBaHi KTiHIYHI IPOTOKOMN MeJYHOI 10-
[IOMOT'M), pO3p06/IeHi Ha OCHOBI ajalITOBaHMX K/IIHIYHMX HACTAHOB SIK JXKepesta J0Ka30Bo1 iHdopManii mpo HailKpally MegUYHY IpaK-
TUKY, 3aTBePIXXYIOTbCA HakasaMt MiHicTepcTBa 0OXOPOHI 350POB’st YKpalH!U Ta MOXYTh TAKOXX BIPOBAIXKYBATICA LIIIXOM PO3POOKH
K/IiHIYHMX MapUIPYyTiB NallieHTa Ipy HaJlaHHI MEAMYHOI JOIIOMOTY MalliEHTaAM.».

4.V pospini III:

1) y nyHKTi 3.5:

a63ar TpeTiit MiAMYHKTY 3.5.1 BUKTIOUUTY;

y ab3a1i BOCbMOMY MifIYHKTY 3.5.2 c/oBa «HofaToK 4 — GopMu AJ1s1 KOHTPOIIIO 38 BIPOBA>KeHHAM JIOKaTbHMUX IIPOTOKOJIB ¥ 3a-
K/IaflaX OXOPOHU 3[J0POB’s» BUK/IIOUUTIH;

2) HONOBHUTY PO37i/T HOBUM IIyHKTOM 3.6 TaKOTO 3MiCTYy:

«3.6. Po3pobka Ta 3aTBepHIKEHHsI HOBOTO K/TiHIYHOTO IPOTOKOTY MEAMNYIHOI OLIOMOT I

Hosi k1iHiYHI IPOTOKONM MeAMYHOI JOIIOMOTY PO3POO/IAITHCA Ta 3aTBEPAXKYIOTHCA 3 METOI0 MPUIIBYULICHOTO BIPOBa/)KEeHH A
IPYHLNIIB JOKa30BOi MEAVIIHYU B CyYaCHY MeAMYHY IIPAKTUKY Ta BpaXyBaHH:A CBITOBOTO HOCBiNY ¥ cdepi OXOpOHM 3TOPOB’A.

KrinivyHi HacTaHOBM [/IA IX IIOJA/IBLIOTO 3aTBEPA>KEHH AK HOBMX K/ITiHIYHUX IPOTOKONIB 06MparoThcsa MiHICTEpCTBOM OXOPOHM
340pOB’ YKpaiHM cepefi HACTAHOB, PO3MIIEHNX Y XKeperax, IepesliK sIKMX HaBeieHo Y ZofaTKy 4 fo uiei Meroguku. Hacranosy, 150
00MPaIOThCA A/ 3aTBEPAKEHH A K HOBI K/IiHI4HI IPOTOKOMH, MAIOTh 6y TH:

po3pobieHi HaljioHaNbHUMU Ta/ab0 GaxoBUMMM MeJUYHUMU acollialliAMu KpaiH-wieHiB €Bpomneiicbkoro Cow3y (UI€HCTBO
BU3HAYa€TbCsA cTaHOM Ha 01 ciuna 2017 poky), Cnonyuenux llltaris Amepukn, Kanagn ta ABcrpaniiicbkoro Corosy;

po3pobiieHi 3a iCHYIOUMMU MeTORVKaMM Ta 6a3yBaTIUCA Ha JOKA30Bill MeUIIMHI;

BUK/IafIeHi aHITIiICbKOI0 Ta/ab0 yKpaiHChKOI0 MOBaMIL.

IlepeBipka BiiIOBiZHOCTI K/IiHIYHOI HACTAHOBM BMMOTAM, BCTAHOBJIEHMM LIYIM IIYHKTOM, 3/1i/ICHIOE€TbCA MiHicTEpCTBOM OXOPOHM
3I0poB’a YKpaiHu.




3nopopd” YKpaiHu

HoBwuit KTiHIYHUIT IPOTOKO/ 3aTBEPIKYETHCS He3a/MeXXHO Bijf HasABHOCTI a60 BiACyTHOCTI yHiIpIKOBAHOrO K/IiHIYHOTO IIPOTOKONY
MeJMYHOIL JONOMOI M IIPY TAKOMY CAMOMY 3aXBOPIOBaHHi.

HoBuit KMiHiYHMIT TPOTOKON MEAMYHOI ZOIIOMOTH € 000B’I3KOBUM Ji/1s1 3aCTOCYBaHHs y BULIA[KY BiicyTHOCTI yHidikoBaHOTO
K/IiHIYHOTO IIPOTOKO/TY MEIMYHOI JOIIOMOTY IIPY TAKOMY CAMOMY 3aXBOPIOBaHHI 32 YMOBH, 11O TAKUIA K/TiHIYHMIT IPOTOKOJ IIEPEK/IAIEHO
yKpaiHCHKOIO MOBOIO Ta 3aTBep>KeHO MiHiCTepPCTBOM OXOPOHM 340pOB™st YKpaiHu.

Y BUNIafKYy, AIKIIO HOBMII KTIHIYHMIT IPOTOKO/ BUK/IafeHO JNHIIe aHIIiICbKOI0 MOBOIO, i10ro B16ip, mepeKIaj, 3aCTOCYBaHHSA
3IMICHIOIOTHCA BiATIOBI{HO 1O HAKa31B 3aK/Ia/jiB OXOPOHU 3[OPOB’sL.

Y BUIa[iKy OBHOYACHOI HaABHOCTI YHi(iKOBaHOTO KJIIHIYHOTO IPOTOKOIY Ta HOBOT'O KJIIHIYHOTO IPOTOKOIY MEJMYHOI JOIOMOTY IIPH
OJIHOMY if TOMY CAMOMY 3aXBOPIOBaHHi:

HOBUJT K/IiHIYHMI TPOTOKOM MOKe OYTH 3aCTOCOBAHMII 3a pillleHHAM JTiKaps 3a HaABHOCTI IIOIepefHbOI iHPOPMOBaHOI 3TOY MAlli€HTa
Ha JI0T0 3acTOCyBaHHA (HajaHoI 3a popMolo, HaBefieHOIO ¥ JJomaTky 9 fo 1iel MeTOAMKI) Ta HOIePeSHbOIO PO3ICHEHHA TiKapeM
BifMiHHOCTeif MiX YHi(iKOBaHUM KIiHIYHMM IIPOTOKOIOM Ta HOBMM K/IiHIYHIM IPOTOKOJIOM;

3aCTOCYBaHH:A HOBOTO KJIIHIYHOTO IIPOTOKOTY MeAMYHOI OIIOMOTY BUK/TIOYae HeOOXiHICTh 3aCTOCYBaHHA YHi(iKOBaHOTO K/TiHIYHOTO
IPOTOKONTY MEAMYHOI J0IOMOTH.

Y BumajKy ofHOYaCHOI HaABHOCTi Ki/IbKOX HOBMX KIiHIYHMX HPOTOKO/IB MEJUYHOIL JOMOMOTY IIPK OJHOMY Ji TOMY CaMOMY
3aXBOPIOBAaHHi:

BUOIp OHOTO 3 HasAABHMX HOBUX K/ITiHIYHUX IPOTOKOIB MeAMYHOI JOMMOMOTH AJIA 3aCTOCYBAaHHA 100 KOHKPETHOTO MaljieHTa
3IIVICHIOETHCS MiKapeM (MiKapsaMn);

po Bubip OAHOTO 3 KiZTbKOX HasIBHMX HOBMX KIiHIYHMX MPOTOKOMIB MEAMYIHOI HOMIOMOTH /IsI 3aCTOCYBAaHHS TiKap MOBIZOMILSIE
Hal[i€HTa; TaKe MOBITOM/IEHHS HAZAETHCS B YCHII GopMi.

Y pasi aK110 MOBHE TOTPUMAaHHA HOBOTO K/IiHIYHOTO IIPOTOKO/Y HE € MOXK/IMBUM Yepe3 HEMOXK/IMBICTb BUKOPMCTAHHSA BiJJIIOBiTHUX
NiKapChKMX 3ac0o6iB ab0 Yepes BiACYTHICTD HEOOXiZHOTO 06/1aJHAHH 51/ TEXHOTIOT1It, TiKap:

[IOBiJOMJISIE AL{i€HTA [IPO 1HIIi MeAMYHI YCTAHOBY, [ie MeAMIHA JOIIOMOra MOXKe Oy Ty HaJjaHa y MOBHil1 BifMOBiFHOCTI O HOBOTO
K/IIHIYHOTO MTPOTOKONY (3a HasIBHOCTI Takoi iHpopmarii);

obupae [ HafaHHS MeJMYHOI JOIOMOTHM {HIIMIT aHAJIOTTYHMI TIKapChKuit 3aci6 a6o 061aiHAHHA/TeXHOMOT], AKi € ZOCTYIHUMU
Ta MOXIVBUMI J/I1 BUKOPJMCTaHHA (3a IOIePefHbOI0 iHPOPMOBAHOIO 3TOf0I0 MALli€HTa);

IIMICBMOBO IIOBiJOMJISIE CTPYKTYPHUI MiZPO3Ai/ 3 TUTaHb OXOPOHY 30POB’sI MiCI[eBOI iep>KaBHOI afiMiHICTpaLiil PO HEMOXK/IUBICTD
HOBHOTI'O JOTPYMAHH: HOBOTO K/IiHIYHOTO IPOTOKOJY Iifj Yac JiKyBaHH:A IeBHOTO 3aXBOPIOBAHHA Ta 06paHy anbTepHaTuBy. PopMa
TaKOI'0 OBiJJOM/IEHHS € TOBI/IBHOIO.».

Y 383Ky 3 UMM IYHKTH 3.6-3.10 BBa>kaTy BifiIOBiHO IyHKTamMu 3.7-3.11;

3) nyHKT 3.10 BUK/TIOYNTIL.

Y 383Ky 3 [MM IIYHKT 3.11 BBaXkaTy BiiNOBiZHO HIyHKTOM 3.10;

4) myHkr 3.10 BUK/IacTu y Takii pegakuii:

«3.10. Po3pob6xa KIiHIYHOrO MapuIpyTy MaLjieHTa

Kninivnnii MapmpyT nani€eHTa MiCTUTb aITOPUTM PyXy NaljieHTa 1o mifposainax 303, myHKTaX KOHTAKTiB 3 MiKapsAMU Ta iHIIMM
MeLUYHUM IIePCOHAJIOM Y IpOLieci HalaHHs MeAMYHOI JOIIOMOTH, a TAKOX 3a MoTpebu B3aemopii Mixk 303 npyu HafaHHI MegUYIHO]
JOIIOMOT} 3 METOIO BUKOHAHHS BUMOT CTaHJapTY, YHipIKOBAaHOTO K/IiHIYHOTO MIPOTOKONIY MEAMYHOI ZOMOMOTY Ta HOBOTO KJIiHIYHOTO
IPOTOKOTY MeANYHOI oroMory. KmiHIYHMIT MapuIpyT manieHTa po3poObseThest y fOBINbHIN GopMi 3 ypaxyBaHHAM 0COOIMBOCTEI
BigmosigHoro 303. 3 MeTO0 po3poOKY KIiHIYHOrO MApPLIPYTY Malli€HTa BiAMOBI{HO 1O HOBOTO K/IiHIYHOTO IIPOTOKOTY MELAMYHOI JOTI0-
Moru 303 37ilicHIOE TIepeK/iaj] TAKOTO IIPOTOKOMY YKPaiHChKOIO MOBOIO y BUTIAZIKY BifICyTHOCTI 3aTBep/keHoro MiHicTepcTBOM OXOPOHMU
3[OpOB’A YKpaiHM TEKCTY YKPalHCBKOIO MOBOIO.».

5.Y pomaTkax:

1) mopaTok 4 BUK/IACTU Y TaKiil pefakuii:

«JlomaTok 4

10 MeToayKy po3po6Ky Ta BIIPOBa/)KeHHs
MeIMYHUX CTaH/IaPTiB MEAMYHOI
JOTIOMOTY Ha 3acajjaX JoKa30BOi

MeIULVHU
ITEPEJIIK
HoKepen KIiHIYHMX HACTaHOB
Hasea 6asu | IuTepHeT-appeca
YHiBepcanbHi
Up To Date http : //www.uptodate.com
BMJ Clinical Evidence http://clinicalevidence.bmj.com
Medscape from WebMD http://www.medscape.com
National Guideline Clearinghouse https : //www.guideline.gov/
E;r;r:rl":i:‘r(lélsecc;se Control and https : //www.cdc .gov/
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The Cochrane Collaboration The

Cochrane Library http : //www.cochrane. org/

Clinical Knowledge Summaries (CKS) http://prodigy.clarity.co.uk/
HauioHanbhi
The Finnish Medical Society Duodecim https : //www.duodecim.fi/

The Association of the Scientific
Medical Societies in Germany

The French National Authority for
Health

National Institute for Health and
Clinical Excellence (NICE)

Canadian Medical Association
InfoBase (CMA InfoBase: Clinical http : //www.cma.ca/
Practice Guidelines (CPGs)

The National Health and Medical
Research Council (NHMRC

Royal College of Physicians https://www.rcplondon.ac.uk/
AMA (American Medical Association) https://www.ama-assn.org/

http : //www.awmf.org

http : //www.has-sante .fr/

https : //www.nice.org.uk/

https://www.nhmrc.gov.au

American Academy of Family

Physicians http://www.aafp.org/home.html

American Academy of Pediatrics Policy (AAP Policy) Clinical Practice

Guidelines https : //www.aap.org

European Pediatric Association, the Union of National European Pediatric

Societies and Associations (EPA/UNEPSA) http : //www.epa-unepsa.org/

CepueBo-CyAnHHI 30XBOPIOBAHHS

American College of Cardiology http : //www.acc.org/

American Heart Association http : //news .heart. org/

European Society of Cardiology http://www.escardio.org/
Tpasma

https : //www.braintrauma.org/

Brain Trauma Foundation (BTF) hitp : //www.irauma.org/

Eastern Association for the Surgery of Trauma https : //www.east.org/
Western Trauma Association https://westerntrauma.org/
OHKO30aXBOPIOBAHHS

National Comprehensive Cancer Network https : //www.nccn.org/

The European Society for Medical Oncology http://www.esmo.org/
HesiaknagHa meanyHa gonomora

American College of Emergency Physicians https : //www.acep.org/

The National Association of Emergency Medical Technicians (NAEMT) http : //www.naemt .org/

The National Association of State EMS Officials https : //nasemso .org/

The European Society for Emergency Medicine http://eusem.org

2) mopaTok 9 BUK/IACTY B TaKiil pegakiii:

«Jlomatok 9

10 MeTonuky po3apobKu Ta BIIPOBaKeHHs
MeIVYHUX CTAaH[APTiB MeAMYHOI JOIIOMOT U
Ha 3acajiax JoKa30BOi MeAUIIHYI

®opma iHpopMOBaHOI 3rOfM NALiEHTa HA IPOBeJeHH S NiarHOCTUKHU
Ta TiKyBaHHA 3Ti{HO i3 HOBUM KIiHiYHIM

HaliMeHyBaHHS MiHicTepCTBQ, iHWOrO OPraHy BUKOHABYOI BRAAM, MEOMYHA OOKYMEHTALLIS
NiANPUEMCTBA, YCTOHOBM, OPraHisauii, Ao cdepu ynpasniHHs sKoro

HANEXMTb 3aKNAA OXOPOHMU 3[0POB’S

HalimeHnyBaHHs Ta Micue3HaxoaxeHHs (MoBHA nowToBa aapeca) saknagy

OXOPOHM 3[0POB's, A€ 3ANOBHIOETbCS HOPMa 3ATBEPOXEHO

Kop 3a €APNOY Hakas MO3 Ykpainn N©
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IHOOPMOBAHA TOGPOBUIbHA 3IOJA ITAIIIEHTA
HA ITPOBEJEHHA OIATHOCTUKM, TIKYBAHHA 3I'1JHO 13 HOBUM
KJIIHIYHUM ITPOTOKOJIOM

A, , onepxas(1a) y
(HatimeHyBanHs 3aKnA0Y 0XOPOHU 300P063)
indopmariio mpo xapakrep MOro (MO€I JUTHHN) 3aXBOPIOBaHH I, 0COONMUBOCT] 110T0 Iepebiry, FiarHOCTUKY Ta TiKyBaHHA.
Meni HapaHO iHOpMaLifo [OZ0 MOXXINBOCTI 3aCTOCYBAaHHSI HOBOTO K/TiHiYHOTO IIPOTOKONY /sl IPOBEREHHs AiarHOCTUKY
Ta NiKyBaHHA MOTO (MO€I AUTIMHIY) 3aXBOPIOBAHHA T4 PO3ACHEHO Pi3HNUIIO MiX yHiiKOBaHMM Ta HOBUM K/TiHIYHUM IIPOTOKOIOM.
3acBiffuy10 CBOIO 3TOJly HA 3aCTOCYBAHHA HOBOTO K/IiHIYHOTO IIPOTOKOTY

(Ha3Ba HOBOTO K/TiHIYHOT'O IIPOTOKOIY)

51 o3HaltoMIeHN(a) 3 ITaHOM OOCTeXXeHHA 1 TiKyBaHHA. OTpuMaB(/1a) B IOBHOMY 006C:A3i pO3*ICHEHH IIPO XapaKTep, MeTY, OPIEHTOBHY
TPMBAJICTb AiaTHOCTUYHO-TIKyBaIbHOTO IPOLIECy Ta IIPO MOX/IVBI HeCIIPMATINBI HACTIKY ITiff Yac 10r0 IPOBeIeHH A, IIPO HeOOXifHICTb
IOTPMMAHH: BM3HAUEHOTO JiKapeM PeXXUMY B Ipolieci TiKyBaHH:A. 3000B’13YI0Ch HeTaifHO IIOBiJOMIATH JIKYIOYOTO JIiKaps mpo 6yab-
sIKe TIOTipLIEeHHS CAMOIIOYYTTs (CTaH 3X0poB’s fUTUHM). S mpoiHpopMoBaHMii(a), 1110 HELOTPUMAHHS PEKOMEHAALIil TIKYI0Y0ro miKapsi,
PEXUMY IIPUIIOMY IPU3HAYEHNUX MTPeNapaTiB, 6e3KOHTPO/IbHE CAMOJIIKYBaHHA MOXYTD YCK/IaAHUTY TiKyBa/JIbHUIL IPOLIeC Ta HETATUBHO
HO3HAYMUTHCA Ha CTaHi 3T0POB’

MeHi Haganu B focTynHii ¢popmi indopmaiiio mpo itMoBipHUIT Tepebir 3aXBOPIOBAHHS 1 HACTIAKM y pasi BiIMOBHM Bij TiKyBaHHSL.

51 MaB(/1a) MOXNUBICTD 3ajlaBaTy Oy[b-AKi IMTaHHA, AKi MeHe LiKaB/IATDb, CTOCOBHO CTaHY 3[OPOB’, epebiry 3aXBOpIOBaHHA
i mikyBaHHS Ta Ofiep>kaB(/1a) Ha HUX BiATIOBIAI.

51 morop>XyIoch i3 BUKOPUCTAHHAM Ta 0OpOOKOI0 MOIX IePCOHATbHMX JAHUX 32 YMOBY JOTPUMAaHHA IX 3aXMUCTY BiATIOBIZHO 1O BMOT
3axoHy YKkpainu «IIpo 3aXuCT nepcoHaIbHUX JAHUX».

Indopmaniro Hazas mikap «___»20___poxy(ILLB.) (maTa) (migmuc)
) « » 20 POKY
(mianuc) (mara)
B.o. fupexTopa Mequ4HOrO lelapTaMeHTy H. Ocrpononens
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OTpUMaHH: TO3BOJY Ha LepefpyK 4u mepekaf Liel myomikamii
[IPOCUMO 3B13aTHUCS 3 Bifjinom 30BHINIHIX 3BA3KiB 32 HIDKYe Ha-
BEJIEHOI0 aJIPEeCOI0:
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ITideomosane Po6ouoto epynoio 3 nidzomosku KepisHuymed
3 nikysanns, 8id imeni Beecsimnvoi gedepayii zemogpinii (BOI')

Hoxrop Anox lllpiBacrasa (TonoBa)

Bigpminennsa remaTonorii, XpucTuAHCbKMit Meg4HMI KONEIXK,
Bennyp, mrat Tamin Hany, Inpis

Hoxtop Exgpro K. Bpyep

BinpinenHsa opanbHoi xipyprii, KoponiBcbka nikaphs, ['masro,
[Hotmanpis

Hoxtop Esenin II. Maysep-byHmoren

Kninixka Ban KpeBenbpga i Bigpminennsa remaronorii,
Yuisepcurercbkuii meguyunuii LlenTp, YTpexT, mpoBiHLig YTpexT,
lTonmmanmia

Hoxtop Haiimxen C. Keit

Bigpinennsa meguuuuy, YHiBepcurer IliBHiunoi Kaponinu,
Yamnen Xinn, wrar IliBnivna Kaponina, CIIIA

Hoktop Crisen Kituen

Ile¢dinacpmit uentp remodinii i rpomb03y, KoponiBcokuii
rocmirans Fammamimmupa, e ding, Benuka Bpuranis

Hoxrop Agonnbdo Jlninac

Bingninennsa opromnepii i TpaBMaTonorii, YHiBEpCUTETCHKII FOCIIITa/b
®ynpacbon Canra Qe, Pynnacbon Kocme i emisan i YHiBepcinap
ze Jloc-Anpiec i YHiBepcinan crpas Pocapio, borota, Komym6is

Hoktop Kpictodep A. Tagnem

IleHTp KOMII/IEKCHOTO NiKyBaHHs remodinii i Tpom603y,
Koponiscobka nikapus, Equn6ypr, Bennka bpuranis

Hoktop [I>xonni H. MaxnaHry

[leHTp KOMIIJIEKCHOTO JOIIANY 3a XBOPUMM Ha reModiiio,
rocmitanb Vorannec6ypry i Bijiinedns MonekynsapHoi Men-
LIMHM Ta TeMaTo/oril, GaKy/nIbTeT MefUKO-CaHITAPHUX FUCLUIITIH,
Ilep>xaBHa 1abopaTopis MOCIYT OXOPOHY 3[OPOB Ta YHiBepCUTET
BirBarepcpan, Morannec6ypr, IliBnenna Appuka

Keri Manpgep

Kninika 3axBopioBaub KpoBi, HaykoBuit LieHTp 350poB’s,
Binniner, nposinuis Manito6a, Kanana

Hoxrop Man-Uny Ilyn

Bigminenna MeguuuHu, nepiarpii ta onkosnorii, [Iporpama
IliBgennol AnpbepTy 3 KOMIIEKCHOTO TiKYBaHHS pifKicHUX
3aXBOPIOBaHb KPOBi i KPOBOBUNNBIB, YHiBepcurer Kanrapi,
rocmitanb QyTxinjc i perioHanbHMIL BiALi/T OXOPOHY 3[OPOB’S
Kanrapi, Kanrapi, mposinnis Anbbepra, Kanaga

Joxtop Enicon Crpir

Bipninenns remarororii, mnutans Anbdpen MenpOypH, mrar
Biktopis, ABcTpanis

Ilooska

IMomrykoMm nitepaTypu Ta Knacudikaljieo F0Ka30BOCTI 3aiima-
nacs mpodeciitia opranisauis. Kpim toro, 6epyun fo ysary, 1o
0araTo peKOMeHHALill IPYHTYIOTbCS Ha JYMKaX eKCIepTiB, po-
eKT 1IbOTO KepiBHUIITBA OyB IOMMpeHNuil cepef 6araTboX iHIINX
¢baxiBuiB, o 3aliMalOTbCA NTiKyBaHHAM reModinii 3a Mexxamu
po6040i rpymm. ABTOPM BUC/IOBIIOIOTh MOASKY BCIM THM, XTO HaJlaB
CBOI foK/Ia/iHi KoMeHTapi. Hapeurri, Ham X0Tinocst 6 BUCIOBUTH TTOF-
AKy nparniBHukaM BOT xennidep Jlamibepre, a Takox Enizaber
Maitic 3a BUHATKOBIIT BHECOK Y 3aBepIIeHH Li€l po6OTH.

3asBa npo BifMOBY BifJ BiiNOBifaIbHOCTI

BcecBiTHa depepania remodinii (BOI) He pekomeHnpye
KOHKPETHI JIiKyBaIbHO-IPOdiTakTIYHI 3ac061 a60 BUPOOHMKIB;
Oymb-AKa 3rafKa Ha3B JTiKyBa/JbHO-Ipo¢inakTUIHNX 3ac06iB
He o3Havyae cxBajeHHA BOI. BcecBiTHA denepanis remodinii
He 3aiiMaeThCs MEJUYHOIO MPAKTUKOI i 3a )KOTHUX 06CTaBUH
He PeKOMeH/ly€ KOHKPeTHUX KypPCiB NMiKyBaHHA AN OKpeMUX
nanieHTiB. Pexxumu 1o3yBaHHA Ta iHIII PEXUMM TiKyBaHHA
HOCTII{HO MePeT/Is[AI0ThCS, IIPY LbOMY BIUB/AIOTHCS HOBI MOGIYHI
eexTn. MeTa 11bOro KepiBHUIITBA — OIIOMOI'TU B PO3POOLIi OCHOB-
HMX CTaHAapTiB MiKyBaHHA reModinii. OfHaK BOHO He 3aMiHIOE
pexoMeHpalill nikaps ra/abo iHbopMauii MMCTKY-BKIafN1Ia, 110
CYIIPOBOJIXYE Ipenapar. bynp-saKe n1iKyBaHHSA CHif IJIaHYyBaTu
BifIIIOBi/{HO [0 iHAVMBIAyaIpHUX NOTPeO MallieHTa Ta JOCTYIIHUX
pecypcis.

PE3IOME

Temodinis - ne pifKicHe 3aXBOPIOBaHHA KPOBI, fIKe BaXXKO
nigfaeTbcsa AiaTHOCTMLI Ta NiKyBaHHIO. Ile KepiBHUIITBO
3 NiKyBaHH#, 3aCHOBaHe HA [J0OKa3aX, IPOIOHYE NPAaKTUYHI
pexoMeHpaMii 3 AiarHOCTYUKI Ta 3aTa/IbHOTO MiKyBaHHA reModiii,
a TAKOXX JIIKyBaHH: YCK/Ia/{HeHb, BK/IIOYAI04N YCK/IQ[HeHH 3 60Ky
KiCTKOBO-M$130BOi cHcTeMH, iHri0iTopiB Ta iHdekuiil, AKi mepema-
I0ThCA IIiJ] Yac NepeIMBaHHA KPOBI.

Cxnapjaoun 1e KepiBHUITBO, BeecBitTHs denepanist remodirnii
CTaBUTH c06i 3a MeTy [OMOMOITH MeJUYHUM IpalliBHUKAM,
AKi HaMaraloThCs pO3I0YaTy Ta/abo IPOLOBXKYBATH IIPOrPaMu
3 MiKyBaHHA reModiil, CIpUATY rapMOHi3allii METOAIB TiKyBaHHs
B CBITOBOMY MacIuTabi Ta CTMMYIIOBATU BifIOBIAHI HayKOBi
HOCTifi>)KeHH, AKIO AN peKoMeHJaliit 6pakye afleKBaTHUX
JTOKas3iB.

BCTVII

ITepiue BMAaHHA LIbOTO KepiBHULITBA, oy6nikoBaHe BOT y 2005
PpoLli, OCTY>XMIO CBOili MeTi Ta CTa/I0 KOPUCHUM JOKYMEHTOM I
THX, XTO LIyKaB 6a30By iHdOpMaliio Mpo BCeoCs)KHe TiKyBaHHA
remodinii. [Torpeba y pegaryBaHHi epuioro BUAaHHs BUHUKIIA
3 KinbKoX npyunH. Hait6inbin sHaqHa 3 TaKUX MPUIMH MONsATaa
B TOMY, 11106 BK/TIOYNMTH HalKpalli icHy104i foKasy, Ha sSKux 6ynu
6 3acHOBaHi pekoMeHaii. [CHYIOTb HelllogaBHI BUCOKOSKICHI jaHi
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PaH/IOMi30BaHNX KOHTPOIbOBAHUX BUIPOOYBAHD, AKI JOBOAATH
eeKTUBHICTS 1 IepeBary Teparii mpoQinaKTMIHOrO 3aMilleHHs
dakTopa Haj emi3OAMYHUM JIiKyBaHHAM, X049a BUKOPUCTAHHA
ONTUMA/IbHUX 03 i rpadikiB npoBeseHHA MpodinaKTUKK K-
IAIThCA NpefiMeTaMy NOAaNbIINX JocnifxeHb. Kpim Toro,
Bce Oinbpliie yCBiJOMMIOETHCSA HEOOXifHICTH Kpamoi OLiHKu
pe3ynbTariB MiKyBaHH: reMogi/ii 3aTBepIXKEHUM i Hel0/laBHO
PO3pOOTIeHIMY /11 KOHKPETHUX 3aXBOPIOBaHb KIiHIMETPUYHUMU
incTpyMenTamu. IlepersaHyTe BUAAHHA 0OTOBOPIOE Lii MUTAHHA
i BK/IIOYA€E OHOBJIEHNII 3MICT YCiX PO3Ii/iB.

Ile xepiBHMIITBO MIiCTUTDb HeKilbKa peKOMeHJalill 1mo/0
KJIiHiYHOTO NiKyBaHHA XBOPUX Ha reMmodinito (mpakTmyHi
pexomMenpanii Bupginedi xupuum mpudtom). Bei Taki
peKoMeHflallii MifTBepAKYyIOTbCA HalKpallMMM JOKa3aMMu
B niTepatypi, knacudikoBanuMyu OKcHOPACHKUM LEHTPOM
rokasoBoi Meguuuuu y 2011 poui (zus. Jogatok I). e mox-
MMBO, Ha JOfady CIOAM BKAKYEHMII NOBifIKOBMII MaTepian
3a pPeKOMEeHJalliAMM, U0 He BXOAATb B KOJIO NPaKTUYHUX
pexomeHpaniit. Lleit [oBigKoBumit Matepia Knacmd)iKOBaHm?[ He 6yB.

Ilig 9ac po3po6KM TAaKOTO KepiBHMITBA YaCTO MOCTAIOTH
NUTAaHHA OT0 yHiBEPCaJTbHOTO 3aCTOCYBaHHS, BPAXOBYHOYNU
Pi3HOMaHITHICTDb IIOCIYT OXOPOHMU 3[[OPOB’A Ta €EKOHOMIYHUX CH-
cTeM y CBiTi. MU CyBOpO JOTPUMYEMOCS IyMKU IIPO Te, 110 IPUH-
LUIN TiKyBaHHA reModinii ofHaKoBi y BCbOMY cBiTi. PisHuus
HOJIATAE, 37e0i/IbLIOTO, TUIIe B J03yBaHHI KOHI[EHTPATiB aKkTopa
sroptanHA KpoBi (KP3K), BUKOpUCTOBYBaHUX [/ TiKyBaHHA
ab0 momepeKeHHA KPOBOTEY, OCKIIbKY BapTiCTh MpenapaTis
3aMillleHHs CTAHOBUTb OCHOBHY YaCTMHY BUTpPAT MPOTpPaM
3 mikyBaHHA reModinii. BusHaroun meit ¢paxt, faHe KepiBHUI[TBO
IPOJIOBXKY€E BK/IIOYAaTH JABa BUY PEKOMEHMAlill Oof0 JO3yBaHHA
na samicHoi Tepamnii KO3K. Bonu rpyHTyloTbCs Ha ony6ikoBaHiil
niTepaTypi Ta MeToflaX iKyBaHHA y BENMMKMX IIeHTpax cBiTy. OfHaK
CIIiJ pO3yMiTH, IO pEKOMEHIOBaHi 3HVDKEHI 103U MOXYTb He JI0-
CATATU HAlIKpallUX MOXX/IMBUX PE3YNbTATIiB i TOMY MalOTh CIIy-
JKUTU JIMLIE BilIIPaBHOI TOYKOIO IiJf YaC MOYaTKY AiKyBaHHA
B CUTYallifiX 3 0OMeXXeHMMU pecypcaMy 3 METOI OCTYIIOBOTO
nepexony 1o 61/1b1I ONITMMAIbHUX O3 HA OCHOBI JaHMX i 6i1b1I01
pocrynHocTi KO3K.

OpHi€wo 3 TPUYNH WMPOKOTO NPUIHATTA MePIIOTO BUSAHHA
IIbOTO KepiBHMIITBA OYB J{Or0 3pyUHUIT A/A YUTaHHA GopMaT.
Posmupusuy 3mict i 06cAr JoKyMeHTa, MU MOR6AIN IPO Te,
mwo6 ¢opMaT 3anMmMBCA He3MIHHUM. MU crnofiBaemMocs, 1o
Iie KepiBHUIITBO J1 Hafasi OyAe KOPUCHUM I/ TUX, XTO PO3IIOYMHAE
Ta IIPOIOBKY€E Mporpami MiKyBaHH: remodinii. Binbu Toro, pos-
VLS LIMPOKOTO KOJIA JIiTePaTypu i LIMPOKA Y3TOLXKEHICTh I0KAa3iB,
HA AKUX IPYHTYIOTbCA IPAKTUYHI pEKOMEH/AIIIT, MOXYTb CIIPUATU
rapMOHi3allil MeTOMIiB IiIKyBaHHA Y BCbOMY CBiTi. HaliBaxkusinue,
MM CIOJiBAa€MOCH, WO Ll JOKYMEHT CTUMY/IOE IPOBEIeHHSA
BIATIOBIHUX HOCTifXKeHb Y TUX cepax, fe A1 NIPaKTUIHNX
pexoMeHpalill 6paKye ageKBaTHNX JOKa3iB.

1. 3ATAJIBHUN OOIJIA I IIKYBAHHSA TEMO®IIIT

1.1. Ilo Take remoimia?

1. Temodinis — e BpofykeHe HOPYyLIeHHA 3TOPTaHHA KPOBI,
34eIieHe 3 XpOMOCOMOI0 X, 1[0 BUABJAETbCA Y BUITLALL Opaky
¢dakropa sropranus kposi VIII (FVIII) (mpu remodinii Tumy
A) abo dakropa IX (FIX) (mpu remodinii tuny B). Ileit 6pak €
pesyabTaTOM MyTalii BiANOBifHNUX TeHiB paKkTOpa 3rOpTaHHA
KpOBi.

2. Temoinis sycTpidaerbest mpubausHo y ogHoro 3 10000 HoBo-
HapOJKEHUX.

3. 3rigHo 3 OLiHKOI0, 1110 IPYHTYETLCA HA L[OPiYHOMY I7I0-
6aIbHOMY ONUTYBaHHI, mpoBegeHoMy BOI, kinbkicTp niopeit
3 remodinieo B cBiTi craHoBuUTH Mpu6mm3Ho 400000 oci6b [1].

4. Temodinis A sycTpivaerbcs gacrime, Hix remodinis B,
i cranoBuTbh 80-85% Bif 3arajbHOI KiJIBKOCTI JTI0/€N 3 reMO(binieIo.

5. 3asBuuait remodinia Bpaskae oci6 4010Biu0I cTaTi 3 60Ky
Mmarepi. OpgHak Ak rern FVIII, Tax i reau FIX cXuibHi 1o MyTalii
de novo, i B ofHiil TpeTuHI Bcix BumapkiB remodinis e pesynbra-
TOM CIIOHTaHHOI MyTalii 3a BiJICyTHOCTi F€HETUYHOI CXUIBHOCTI
10 3aXBOPIOBAHHS.

6. Tounmit giarHo3 remodinii iCTOTHO BaXXIMBUIT AT
BIifJIIOBIJHOTO KOHTPO/I0 3aXxBoploBaHHA. [emodinio crmif
IiZJ03PI0BATY Y XBOPUX 3 iCTOpi€I0:

® JIETKOI IOABY CUHIIiB B PAHHbOMY IMTHMHCTBI;

® CIIOHTaHHMX KPOBOTed (KpOoBOTeY 6e3 04eBU/IHOI/BifOMO] ITpy-
4MHY), 30KpeMa B Cyrmobax, Msa3ax i MIKIX TKaHMHAX;

= HaAMIpHMX KPOBOTeY IIpu TpaBMax abo mif yac xipyprivaux
BTPyYaHb.

7. Illpn61M3HO [Bi TPETUHNU BCiX XBOPUX MalOTh FeHETUYHY
CXMJIBHICTD IO KPOBOTEY.

8. OcTaTOYHMII HiaTHO3 3aJIEXKUTD Bif aHATi3y dakTopa 3rop-
TAaHHA 3 METOIO BUABJIeHHA HecTaul ¢pakTopis FVIII a6o FIX.

IIpossu kposomeu

1. XapakTepHuM (eHoTUIIOM reMO(inii € TeHAeHIIiA [0 Kpo-
BOTEY.

2. Xo4ya KpOBOTeYi 3a3BMYali CyIPOBOIXKYIOTh XBOPOTO IIPO-
TSTOM YCbOTO JIOTO XXUTTSL, Y IeKMX AiTel 3 reMo(imi€ro TSXKOro
CTYIEHS CUMIITOMM KPOBOTE€Y MOXYTb HE CIIOCTEPIiraTucs KoTu,
[OKY BOHM He TIOYHYTb XOAUTH a60 biraTiu.

3. XBopi Ha remodinio cepefHBOI TAXKOCTI MOXYTb
HE BijuyBaTy HAJMIDHUX KPOBOTEY [JOTH, JOKM BOHU HE OTPUMA-
I0Th TPaBMy a60 He IlepeHeCyTb XipypriuHoi omeparii.

4. CTymiHb TAXKOCTI KpoBoTeu mpu remodinii 3asBuvail
CIiBBifHOCUTDBCS 3 piBHeM (aKTOpa STOpTaHHA KPOBI, K IOKa-
3aHo B Tabmuui 1-1.

5. KpoBoredui B 6inb1rocTi BUIafiKiB BUHUKAIOTH B Cyr1o6ax abo
m’a3ax (pus. Tabmuio 1-2 i Tabnumzo 1-3).

6. [lessKi KpOBOTEYi MOXKYTb 3aIrPOXKYBATU XUTTI XBOPOTO i BU-
MaraloTb TepMiHOBOro nikyBaHHA (muB. Po3pin 5).

TABJINIA 1-1: BIDHOIMEHHA CTYIIEHA TAXKOCTI
KPOBOTEMYI IO PIBHA ®akropa STOPTAHHA KPOBI [62]

CTYNIHb PIBEHb PakTopa
TAXKOCTI | 3TOPTAHHS KPOBI BANAAKM KPOBOTEY
CnoHTaHHA KpoBOTEYa
I . <1 MO/pn (<0,01 MO/mn) | & cyrnobu abo m'ssu,
AKKMM oA . .
a6o <1% sig Hopmu ocobnueo 3a BigcyTHOCTI
NeBHOI NPUYUHN
CnoHTaHHi kpoBoTeYi
1-5 MO/an (0,01-0,05 BMHMKQIOTb 4aC Bif Yacy;
Cepeptin | MO/mn) abo 1-5% sig TpUBANi KPOBOTEYI NPK
HOPMM HEeBENIMKMX TPABMAX
i Xipypri4HUX BTPYUYAHHSX
s.aoNOm 00500 |t
Jerkui MO/mn) abo 5 — <40% sin | P PypritH)
BTPY4aHHAX. CnOHTaHHI
HOpMM M
KpoBoTeui pigKicHi




KepiBHMUTBO 3 NnikyBaHHs remodinii

TABJINIIA 1-2: TUITHKM KPOBOBWJIVIBIB ITPV TEMO®UIIT
[63]

CepHosHi

Cyrnobu (remapTpos)

M’a3u, ocobnueo rnmboki M'a3u
(knyBoBo-nonepekoBuit M'a3, M'S31 rOMINKK
Ta nepeanniyys)

Cnu3osi pota, ficeH, HOCA i CE4OCTATEBOrO
TPAKTY

3arposnuei ans Xutta BHyTpiwHbouepentmum

LWus/ropno

LLinyHkOBO-KMIWIKOBMM TPAKT

TABJINIA 1-3: HACTOTA ITIOINMPEHOCTI KPOBOBMJIVIBIB
Y PISBHUX OUIAHKAX TIIA

ANAHKU TINA YACTOTA NOLUMNPEHOCTI
lemapTpos
® yacTiwe B WAPHiIpHUX cyrnobax:
rOMiNIKOBOCTOMHOMY, KONIHHOMY
i nikTbOBOMY 70-80%
= pigwe 8 6ararosicHux cyrnobax:
nne4yoBoMy, 3an'CTKOB
i TasocTerHoeomy
M’a3u 10-20%
IHwWi Benuki kpoBoBUAMBM 5-10%
LleHtpansHa Hepeoea cuctema (LLHC) <5%

1.2. IIpyHIMIIN MEATYHOTO 0GCTYTOByBaHHSA

1. OcHOBHa MeTa MeJVYHOT0 06CIYrOByBaHHA — Iie IOIepe-
I>KeHHA Ta JTiKyBaHHSA KPOBOTeY y MauieHTiB 3 medinuTom
(bakTOpiB 3rOpTaHH KPOBI.

2. Komu 1je Moxx1uBo, feiniut okpeMoro ¢aktopa Ciif TiKyBaTu
KOHIIEHTPATOM LIbOro (pakTopa.

3. B imeani, nmangieHtn 3 remodinier0 MalTh HPOXOJUTH
NiKyBaHHSA B yCTAaHOBaX KOMIIJIEKCHOTO JIiKyBaHHA Ta AOIIALY
(puB. po3zmin «KommtekcHe TiKyBaHH»).

4. TocTpi KpoBoTeui cIif TiKyBaTH B HAIKOPOTINi TepMiHM,
nepeBaKHO NPOTATOM ABOX rofiyH. SIK1o MaeTe cyMHiBHU 050
TOTO, TiIKyBaTH Y He TiKyBaTy, To NoTpiOHO miKyBaTH (PiBenp 4)
(2]

5. 3asBuyali XBopi Bifl4yBalOTh PaHHi CUMIITOMY KPOBOBUMBY
HaBiTh 10 nposABY (isnyHMX 03HaK. Take BifUyTTs BOHU 4aCTO
OMMCYIOTh SIK Bif4yTTS HOKOMIOBAHHS a60 «aypy».

6. ITig yac eni3ofy rocTpOro KPOBOBU/INMBY MOTPIOGHO BUSHAYNTH
RITSHKY KPOBOBMINBY (SIKILO Lie K/IIHIYHO He 04€eBUHO) Ta BBECTH
XBOPOMY BifiIIOBiZHMIT paKTOpP 3TOPTaHHS KPOBI.

7. Ilpm emisofax cMIbHUX KPOBOTEY, AKi MOTEHLiIHO 3arpo-
XYIOTD XXUTTIO XBOPOTO, 0COOIMBO IPY KPOBOBI/IMBAX B TOIOBY,
HINIO, TPYAHY K/IITKY Ta IITyHKOBO-KUIIKOBMIT TPaKT, TiIKyBaHHSA
daxTOopaMu ClIif MIPOBOLUTY HETallHO HABiTh O MPOBEfICHH
JMiarHOCTUYHOI OLliHKM.

8. [Ina roro mo6 monermuTn TiKyBaHHaA remodinii y Hap-
3BMYAITHUX BUMAJKaX, XBOPi MAaIOTh HOCUTH 3 C000I0 B JIer-
KOJOCTYHHOMY Micli KapTKy 3 iHpopManielo nmpo giaruos,
TAXKKICTh 3aXBOPIOBaHHA, CTaH iHribiTopa, TUN TiKapCchbKUX
3ac00iB, 10 3aCTOCOBYIOTBCA A TiKyBaHHSA, OYaTKOBY 03y
B TiKyBaHHA TAXKKOI, cepegHboi a60 1erkoi KpoBoTedi i KoH-
TaKTHY iHdopmaniro mikaps/kniniku. (PiBens 5) [3]

9. BBefleHHA JecMONpPeCHHY (DDAVP) mo03Ke aleKBaTHO
nigBumuTn piBens ¢pakropa FVIII (Bix Tphox mo mectu pasis
Biff MOYaTKOBOTO PiBHs) NPYU KOHTPOIi KPOBOTEYi Y XBOPUX
i3 IeTKMM i, MOX/INBO, HOMipHUM cTyIeHeM reMoQinii A. Bu-
npo6yBaHHA peaKii AeAKMX XBOPUX Ha 3acTocyBaHHA DDAVP
BignoBigae ouikyBauusam (PiBens 3) [4-6]

10. 3 BeHaMU XBOPOTO HOTPIOHO MOBOAUTUCS 3 OCOONUBOIO
00€epeXHICTIO, OCKIZIBKY BOHU € «OPOTaMy XXUTTS» /IS XBOPUX
Ha remodirniro.

= PexoMeH/yeTbCA BUKOPMCTOBYBATU TONKM-METENMKHU
posmipom 23G a6o 25G.

= ¥V 5)XOJHOMY Dasi He Bpi3aTucs y BeHY, KpiM HaJ3BMYalHUX
CUTYyaLil.

= [Ticna mpoxony BeHN MOTPiOHO yTpuMyBatTH ii mif TMCKOM
HPOTATOM 3-5 XBUIMH.

= SIK1110 MOXX/IMBO, CJIifl yHMKaTH IPUCTPOiB KaTeTepusalii BeHu,
aJie BOHM MOXYTb 3HaJOOUTHUCA [/ AeAKUX JiTell.

11. ]I KOHTPO/II0 KpOBOTEYi MOXKHA BMKOPUCTOBYBAaTy JOfAT-
KOBY Tepariio, 0CO61MBO 3a BiACYTHOCTI KOHLIEHTPATiB (GaKTOpiB
3rOpTaHHA KPOBi; BOHA MOXKe CKOPOTUTH IIOTPeOy B KOHLIEHTPATax
(puB. po3zin «JomaTKoBi TiKyBa/nbHi 3aX0U»).

12. fIkmo KxpoBoTeya He 3YNMHAETHCSA, HE3BAXKAKOUM Ha AJ[EK-
BaTHe JTiKyBaHHA, HOTPiOHO BUMIPATH piBeHDb (paKTOpa 3SrOPTAHHSA
KpOBi. fIK1II0 piBeHb BUABNAETHCA HECIIOAiBaHO HU3BKIUM, IIPOBO-
IUTHCS TeCT Ha IPUCYTHICTB iHribiTopa (uB. pos3ainu «Bunpoby-
BaHHA iHribiTopiB» Ta «IHTibiTOPM»).

13. 3amobiraHHsa KpOBOTeYi MOXHA ZOCATTU LINTAXOM
npodinaktudHoro 3amimenss ¢akropa (auB. posgin «Tepamis
npodiTaKTUYHOTO 3aMillleHHs BaKTopar).

14. [insa nikyBaHHsA He3HAYHMUX/MOMiIpHMX KPOBOTEY MOXKHA
BUKODPUCTOBYBATHU Tepallilo B JOMAIIHiX yMOBax (AMB. po3fin
«Tepamis B oMalIHix yMoBax»).

15. [l 3Mil{HEHHsI M513iB, PO3BUTKY piBHOBArM i KOOpAMHALii
Ta MOJIIIIEeHHS 3aTaIbHOrO (Pi3UIHOTrO CTaHy MOTPi6HO 3a0X0-
4yBaTy perynisapHi ¢isuyuHi BpaBu Ta iHII 3aXOAM CTUMYIALIT
ICYXOMOTOPHOTO PO3BUTKY (IUB. PO3JiT «XOPOLINII CTaH 3[OPOBs
Ta (isMYHA AKTUBHICTDY).

16. XBOpYM CTTiJi yHUKATH IEBHUX BU/IB (Bi3MuHOI aKTUBHOCTI,
AKi HalliMOBipHillle MOXYTb NpUBECTU [0 TPaBM ([UB. PO3fin
«XopouInit CTaH 3H0poB’a Ta (GisMYHA AKTUBHICTD»).

17. PerynspHe CIIOCTepeXXeHH:A 3a CTAHOM 3[OPOB’Sl Ta OLjiHKa
J10T0 pe3ynbTaTiB € KIIOYOBMMHU CKIAJOBMMM iKyBaHHA Ta J0-
ARy (puB. Posnin «CroctepesxeHHA 3a CTAHOM 3[,0POB Ta 10ro
pes3ynbTaTn»).

18. XBOpUM CTIiJi yHUKATH TiKapChKUX 3aC00iB, AKi BINIMBAIOTH
Ha QYHKIIiI0 TPOMOOLNTIB, 30KpeMa aLleTUICAMILNIOBOI KUCTOTH
(ASA - acmipyH) Ta HeCTepOifHUX NIPOTU3AIATbHNUX IIpeNapariB
(HII3II), 3a BuHsATKOM HeBHMX iHribiTopis LJOI-2. ITapaneramon/
aleTaMiHO(eH € 6e3[eYHOI0 a/IbTePHATUBOIO /11 3HeOOMI0BAHH A
(muB. po3pain «3He6OMOBAHHSI»).

19. [To mpoBefeHHst 6ynb-AKOI iHBa3MBHOI IPOLIENY Py HEOOXITHO
mifBuIyBaTy piBHi pakTOpa 0 BifIOBIZHMX PiBHIB (AUB. po3/in
«Xipypriuni onepanii Ta iHBa3sMBHi IpoLEeRypM»).

20. 1141 momepeKeHH MepiofOHTaTbHUX 3aXBOPIOBAHb i 3y6-
HOTO Kapi€ecy, sAKi MiABUIIYIOTh CXUIbHICTD JO KPOBOTEYi sCEH,
icToTHO Ba)k/IMBa XOpoOIIa TirieHa poToBOI HOPOXHUHY (AMB.
pospain «JlikyBaHH: Ta JOITIAL 3a 3y6aMm»).

1.3. KoMmnekcHe MegiaHe 06CTyrOByBaHHA

1. KoMnekcHe MeiiraHe 06CTyroByBaHHA cipuse pismaHOMy
Ta ICUXOMOTIYHOMY 3[0POB’I0, MigABUINYE SAKIiCTh KMUTTSA
Ta CKOPOYY€E 3aXBOPIOBAHICTh i cMepTHicTh. (PiBens 3) [7-9]

2. Temodinis - BiTHOCHO pifKicHe 3aXBapIOBaHHA, fAKe OfHAK
€ CKJTaHOI0 P006/IeEMOI0 AJIs [iarHOCTUKY Ta JTiKyBaHHs. Ontu-
MaJjIbHe JIIKyBaHHs TaKMX [AL[iEHTIB, 0COOMIBO TUX, XTO CTPAXKAIAE
Ha TSDKKY (GOpMY 3aXBOPIOBAHHSI, BUMAarae Oi/pll cepito3HUX
3aXOfiB, HiXK 3BMYaliHa Tepais.




3nopop g’ Ykpainu

3. Kno4oBuMHu acmeKTaMu MOJINIIEHHS CTaHY 3[0POBA
Ta MiABUIEHHS IKOCTI XXUTTSI JIIOfiei 3 reMOdii€eio €:

= 3a1106iraHHA KPOBOTEYaM i OLIKOMXKEHHAM CYI/I061B;

= HEBifIK/IaJiHE TiKyBaHHSA KPOBOTEY;

= KOHTPOJIb 33 BUHMKAIOUMMU YCK/IaJHEHHAMMU BK/II0YAE:

KOHTPOJIb IOLIKO/)KeHb CYIN06iB, M3iB Ta iHIINX yCK/IaAHEHDb
KpOBOTeY;

KOHTPOJb PO3BUTKY iHTi6ITOPIB;

KOHTPO/B BipycHUX iH]eKIiit, 1o nmepefarTbes Yepes moxifHi
KpOBI;

= yBara Jjo ICYXOMOTiYHOTO 3T0POB’A.

Bpuzaoa xomnnexcnozo meduunozo 06cny2068y8anns

1. Mlupoxnit giamazon morpeé manieHTiB 3 remodiniero
Ta IXHiX ciMeil MOXe OyTH 3aJOBOIEHUIT ITAXOM CKOOPAN-
HOBAHOTO TiKyBaHHA Ta JOTTAXY OpUragor0 KOMIIEKCHOTO
MeUYHOro 00CTyroByBaHH, L0 BKIIOYA€E B cefe MpaliBHUKIB
OXOPOHY 3J0POB’ Pi3HUX CHeLiaTbHOCTEl], 3 BUKOPUCTaAHHAM
3aTBepAKeHNX NPOTOKOIiB, AKi MOXYTh OYTH KOPUCHUMH
Ha NpaKTHUIi, i lepKaBHUX KepiBHULITB i3 TiKyBaHHA, AKIIO
taki icuyrors. (PiBens 5) [10-12]

2. Bpuraja KOMIJIEKCHOTO MeAUYHOIO OOCTYrOBYBaHHA
10 CBOIi cyTi Mae Oy Ty 6aratorpodinpHO0 it BOMOAITH 3HAHHIMMI
Ta JOCBifOM y migTpuMui Gi3MIHOTO Ta MCUXOMOTIYHOTO 3T0POB’
XBOPMX Ta IXHIiX pOMH.

3. KicTak rakoi 6puragy Mae BKIH04YaTH B cebe HACTYNHUX
¢axisuis:

» MenyuyHoro fupeKkTopa (epeBa>kHO TeMaToIora 3 TUTAINX
i mopocux 3axBopIoBaHb a60 /iKaps 3 JOCBiIOM poOOTH 3 CUCTe-
MOIO I'eMOCTa3y).

= MefpicecTpy-KOOpAMHATOPA, AKa Oyfe:

e KOODIMHYBAaTU IIPOBEJEHHSA IiIKYBaHHS,;

e IIPOBOAUTH PO3ICHIOBAIbHY POOOTY 3 XBOPUMM Ta IXHIMU
ponMHaMu;

e BUCTYIATH SK Ieplila KOHTAaKTHA 0c06a [/11 XBOPUX 3 TO-
cTpuMH IpobeMaMy 260 XBOPUX, AKi BUMAraloTh HOJa/lb-
LIOTO CIIOCTEPEXKEHHS;

o IIPOBOJAUTHU OLIHKY CTaHY XBOPOTO i, KO/IM HeOOXifHO, Ha-
JaBaTy IEPIIY JOIOMOTY.

= QaxiBIA 31 CKe/IeTHO-MA30BUX 3aXBOPIOBaHb (isioTepamesTa,
TepareBTa 3 podeciliHNX 3aXBOPIOBAHb, OPTOIENA, PEBMATONIOTra), AKI
MO>XXYTb IIOIIEPEKATI KPOBOTEYi Ta 3/1iMICHIOBATY IXHE TiKYBaHHS.

= JlabopaHra.

= Comiomncuxosora (IIepeBa>kHO COLiaIbHOrO MpaliBHMUKa a60
IICUXOJIOTa), 3HAIOMOTO 3 HasABHUMMU MiCLIEBUMMU pecypcaMnu
colia/IbHOI TOITOMOTU.

4. Pori, 1[0 BUKOHYIOTbCA WIEHAMU OpUTafu, MOXYTb 6YTH
PisSHMMM 3a/I€XKHO BiJl HAABHOCTI 11 JOCBilly HABYEHOTO IIEPCOHATY
Ta OpraHisalii IOCTYT BCepeAMHI LIeHTPY.

5. Bci ocHOBHI uneHu Gpurapy MamTh BOMOLITY 3HAHHAMMU
Ta MaTy ZOCBiJ y TiIKyBaHHI IIOpYyILIeHb reMOCTasy i TOBUHHI 6yTn
TOCTYIIHI [/1 XBOPUX CBOEYACHO Ta Y 3pyYHOMY Miclii. AJleKBaTHa
IIBMAKA JOIIOMOTa Ma€ 6y Ty ZOCTYIHA B OYb- KNI Jac.

6. [I71st 1boro HeOOXifHI HACTYIIHI pecypcH MiATPUMKH:

= JlocTy1 ;o mabopatopii sSTopTaHHs KPOBI, sIKa Ma€ MO>K/IMBICTD
IPOBOAMTY TOYHI i 6€3[IOMIIKOBI aHai3n gakTopa 3STOPTAHHSA
i Tectu Ha iHribiTOpPN.

= 3a0e3nevyeHH BijIOBINHMX KOHILEHTPATiB paKkTOpa 3rop-
TaHHS, AKi 6y1u 6 noxXigHMMM I1a3Mu abo peKOMOiHAHTHUMY,
a TaKOX [JONOMIXKHUX Ipenaparis Jad 3yNMHKMU KPOBi, TaKUX
Ak gecmonpecuH (DDAVP) i, fe MOXX/IMBO, TpaHeKCaMOBa KUCTIOTA.

= Koyt Hemae B HasIBHOCTI KOHIIEHTPATIB (paKTOpa 3TOPTAHHS,
HOCTYI 10 Oe3MeYHNX MOXiJHNX KPOBI, TAKUX K CBIXKO3aMOPO>KeHa
masma (FFP) abo kpiompeuniitar.

» locTtym fo rincy ta/abo muH g1 iMMo6inisanii abo iHImux
IIPUCTOCYBaHb A4 3abe3IedeHHA MOOIIBHOCTI B Mipy moTpe6u.

7. bpuraga KOMIUIEKCHOTO MeMYHOTO 06CIyrOByBaHHA, KpiM
BUIIeBKa3aHUX (axiBIIiB, TAKOK Ma€ BKIIOYATH a60 MaTU JOCTYII
[0 HacTynHuX daxiBuis:

= daxiBIis 3 XPOHIYHOTO 6OTIIO;

= CTOMATOJIOTa;

= FeHeTHKa;

® TeTIaTO/IOra;

= axiBus 3 iHQEKIiTHNX 3aXBOPIOBAHb;

= iMyHOJIOT3;

= riHeKosIora/aKyuiepa;

= KOHCY/IbTaHTa 3 BUGOpPY mpodecii.

8. lllo6 3abesmeunTy Ge3nepepBHICTH MiKYBaHHs, He3BaXKa-
104M Ha 3MiHy IIepCOHay, IOTPiOHO BeCTU MUCHMOBI IPOTOKONIN
MiKyBaHHS.

9. Bpuraja KOMIIZIEKCHOTO MeJMYHOTO OOCTYrOBYBaHHSA MO-
BMHHA MaTy PeCypcu I NifTPUMKU 4/IeHiB cimelt XxBopux. s
poboTa Mo)Ke BKIIIOYATU BY3HAYEHHS PecypciB i cTpareriit, Aki
TOTIOMOXKYTb Y/I€HaM CiMeli BIIopaTucA 3:

® OBCAKIEHHUMM PU3UKAMIU Ji TpobIeMaMu, 0COOIMBO 3 KOH-
TPOJIEM KPOBOTEY;

= 3MiHaMJ1, IOBA3aHVIMMU 3 PiSHIMMU CTaliAMU POCTY Ta POSBUTKY
XBOpOro (0c06/1MBO B MiATITKOBOMY Billi i Ipu cTapinHi);

» MMTaHHAMM LIKiTbHOTO HABYAaHHA Ta IpalieB/lallTyBaHH;

» PU3UKOM NOABU NUTHHY 3 TAKMM CaAMUM 3aXBOPIOBAHHAM
i HasIBHI BapiaHTU BUOOPY.

10. BcTaHOB/IEHHA JOBITOCTPOKOBUX CTOCYHKiB MiXk XBOpumu/
ciM’AMM 1 WieHaMy 6pyUrafy KOMIIIEKCHOTO MEJUYHOTO 00CTyTo-
BYBaHH 3a0e3Ie4ye 3/1arof>KeHiCTh Aill.

Dynxyii npozpamu KOMNuIEKCHO20 MEOUHHO20 00CIY208Y6AHH

1. 3abesmevyBary a00 KOOPAUHYBATU Take CTaliioHapHe (TOOTO
mip yac mepebyBaHHA B IiKapHi) a0 aMOymaTopHe NiKyBaHHA
Ta 00CTyroByBaHHA (Wi Yac BifBifyBaHHA KIiHiIKM a00 3 iHIINX
IPUYNH) XBOPUM Ta IXHIM pOAMHAM.

» XBopi MaloTh 06cTeXyBaTHCA yciMa YTeHaMI OCHOBHOI
Opuragu, npuHaiMHI OfMH pa3 Ha piK (FiTy - KOXHI HicTh
MicA1iB) 411 BUKOHAHHS reMaTOMOTi4HOI0, KiICTKOBO-M I30BOT0
Ta ICUXOTOTIYHOIO 0GCTEeXKEHHA Ta A/ PO3POOKH, MepeBipKu
i BIOCKOHaNeHHA KOMIIEKCHOTO Nany nikyBanHs. Ilix gac
TaKUX BifBilyBaHb TaKOK MOXXYTb BI/IaBaTICA HapaBIECHHA
Ha HajjaHHA iHmux mocnyr. (PiBens 5) [13,14]

= [InaH NiKyBaHHA Mae po3poONATUCA Pa3oM i3 XBOpUM i Ie-
pemaBaTics BCiM (axiBIAM Ta yCTAHOBAM, sAKi 6epyTb y4acTb
y nikyBaHHi 1boro xsoporo. O6MiH iHdopMaieo MiX TiKy04nMu
(baxiBIAMM Ta yCTAHOBAMIL Ly>Ke BaXKINBUIL.

» HeBenuki eHTpU Ta mepCOHa/bHI MiKapi MOXYTb Haja-
BaTy NEPBUHHY NONOMOIY Ta IPOBOAUTHU NiKyBaHHA NeAKUX
YCK/IaJiHEHb, YACTO KOHCY/IBTYIOYNUCD i3 LIEHTPOM KOMIIJIEKCHOTO
Me[JUYHOT0 0OCTyTOBYBaHHA (0COOIMBO Lie CTOCYETbCS XBOPUX,
AKI MELIKAIOTb [ja/lleKO Bifj HallOIM>KIOro LEeHTPY MiKyBaHHA
remodiii).

2. IninioBaTu Ta IPOBOAMUTY HAaBYAHHA i CIIOCTEPIraTu 3a Npo-
BeJIeHHAM Tepallil B JOMalIHiX yMOBaX 3a JJOIIOMOI'OX) KOHLIEHTPATy
(axTopa sTOpTaHHS, fle TAKNII €.

3. HaBuaTu XBOpuMX, 4I€HiB IXHiX ciMell Ta iHIINMX oci6, AKi 06-
CTyTOBYIOTb XBOPMX 3a/|/141 3aJ0BOJIEHHA IIOTPed XBOPOTO.




KepiBHMUTBO 3 NnikyBaHHs remodinii

4. 36mpatu faHi Ipo IoKali3alilo KPOBOTEY, BECTH PEECTPALIiIo
TUIIB i 103 3aCTOCOBYBaHMX Me[JMKaMEHTiB, IPOBOJUTH OL[iHKY
[OBTOCTPOKOBUX pe3y/nbTaTiB (0cO6MMBO MO0 PYHKIIOHYBaHHSA
KiCTKOBO-M$130BOI CHCTeMN), YCK/IaJHEHD JIKYBaHH Ta XipypriqHmux
npouenyp. Haiikpaute, sixito 1151 iHpopMauis 6y/e peecTpyBaTucs
Y KOMITI0TepJ30BaHOMY >KYPHAJIi Ta Pery/LIPHO OHOB/IIOBATIMETbCS
[IPU3HAYEHO0 0CO00I0, i yTPUMYBATHCS BiAMIOBITHO /10 3aKOHIB PO
KOHQIIeHLIIHICTD Ta IHIINX Aep>KaBHUX akTiB. CucTeMaTHIHUI
36ip maHux:

® [IOJIErIIyBaTIMe HePeBipKY IOCYT, AKi 3a0e3Mevy0ThCs LeH-
TPOM /TiKyBaHH: reModisil, i cIpuATIMe MOMIMIIEHHIO TOCTYT, 1110
Ha/lal0ThCS;

= JoIOMaraTuMe OTPUMYyBaTy iHOpPMalLilo IPO PO3MOAiN
pecypcis;

® CIpUSATUME CHIBIpali MiX LieHTpaMu B 0OMiHi Ta my6ikauii
TaHUX.

5. [e 11e MOXX/TMBO, IPOBOAUTH 6a30Bi Ta K/TiHIYHI JOCTifKEHHS.
OCKIiZIbKI KOXKeH LIEHTP Mae Inliie 06Me)keHy KiNbKicTb MallieHTiB,
KNiHi9Hi JOoCnif>XeHHA HallKpallle IPOBOAUTU Yy CHiBIpani
3 IHIIMMM LeHTpaMH 3 TiKyBaHHs reModirii.

1.4. Xopouruii cTa 350poB’s Ta (isMIHa aKTUBHICTH

1. s Toro mo6 nokpaurysary GisuaHMIT CTaH i HOpMaTbHUIT
PO3BUTOK KiCTKOBO-M’30BO1 CHCTEMH, 3 0COOMMBUM aKLIEHTOM
Ha CWIOBi BIIpaBy, KOOPAMHALiI0, 3aranbHmii GisraHmii po3su-
TOK, (isiuny PyHKIiOHaTBHICTD, 3M[0POBY Bary Ta CaMOIOBary,
norpiéHo 3aoxouyBaru ¢ismuny akTuBHicTb. (PiBens 2) [15]

2.Y mopeit 3 remoiniero Moyke 3HIKYBAaTUCA ITBHICTD KiCTOK
(16, 17].

3. Y xBopux 3i 3HAYHOIO AUCPYHKIIi€I0 KiCTKOBO-M A130BO1
CHCTeMU NMOTPiOHO 320X0YyBaTH BUAYM aKTHMBHOCTI 3 CHIO-
BUMI TPEHYBAHHAMM, AKi CIPUAIOTH PO3BUTKY Ta HigTpUMILi
JOCTaTHDHOI i TbHOCTi KiCTOK, 10 CTyNeH A, AKUIA JO3BO/LAE CTAaH
ixHiX cyrno6is. (PiBens 3) [16]

4. Bubip ¢isuvHOi aKkTUBHOCTI Ma€ Bio6parkaTu iHMBiya/IbHI
nobakxaHHSA XBOPOTO, J10T0 iHTepecy, Gpi3uyHi MOXKIUBOCTI,
GbisuuHmMit cTaH, MicLeBi TpaguLil Ta JOCTYIIHI pecypcu.

5. Cnip 3a0X04yBaTy HEKOHTAKTHI BUAM CIOPTY, TaKi AK I/a-
BaHHs, XOfiHH, Tonbd, 6agMiHTOH, cTpinbba 3 AyKa, i3ga
Ha Be/IOCUIIE]|i, BEC/TyBAHH S, BITPU/IbHUIA CIIOPT i HACTi/IbHII TEHiC.

6. BUCOKOKOHTAaKTHUX BMJiB CHOPTY i BUJIiB cHOPTY
3 3iTKHEHHAMH, TaKUX AK GyTOOTI, XOKelt, perbi, 6okc i 6opoThba,
a TaKOXX BUCOKOIIBMAKICHUX BUJIiB CIIOPTY, TAKMX AK MOTOKpPOC i Ka-
TaHHA Ha JMKaX, CIij] yHMKATY, OCKiTbKM BOHYM MOXYTb 3aBIaTH
TPaBMJI, 110 3aTPOXKYIOTD XKIUTTIO, AKIO XBOPUIL He IepebyBae
Ha Ipo¢iNaKTIYHOMY JiKyBaHHI AJI TAKOTO BULY aKTMBHOCTI.

7. Cnij HajlaBaTy IepeBary 3a0XO4YeHHIO IIPOrpaM OpTaHi30-
BaHOTO CIIOPTY, Hi>k HeOPraHi30BaHMM BUIAM aKTUBHOCT, /ie MOXe
OyTHU BiICYTHIM 3aXMCHe CIIOPSJKEHHS 1 CIIOCTePeXKeHH .

8. [lo yuacTi B Takoro popy ¢isuyHol aKkTMBHOCTI XBOPMIT Ma€
IPOKOHCY/IBTYBAaTHUCA 3 paxiBIeM 3 KiCTKOBO-M’A30BOI CUCTEMIL,
11106 06roBOPUTHM iXHIO BiANOBIHICTD, 3aXMCHE CIIOPAKEHHS,
npodinakTuxy (pakrop Ta iHuii 3axonu) i ¢pi3nyHi HABUUKY,
HeoOXifHI 10 OYaTKy Takoi akTuBHOCTI. I]e 0co6MMBO BaXXI1BO,
AKIIIO y XBOPOTO € IpobmeMHi/ypaxeHi cyrnobu [18].

9. YpaxkeHi cyrno0u mij 4yac aKTMBHOCTI MO>KHA 3aXMINATH
6anmaxamu a6o MUHAMY, 0COGINBO KO NONIEPEHPO He BBe-
menmit paktop sropranus. (Pisenn 4) [19,20]

10. Jns Toro, mo6 3HMBUTY JIMOBIPHICTh HOBTOPHOI
KpOBOTe4i, aKTUBHICTb Mic/Ig KpoBOTedi NOTPiOHO BiXHOBIIO-
BaTy NMOCTYIOBO.

1.5. lomaTkoBi TiKyBaabHi 3aX0A1

1. TomaTKoBi MiKyBanabHi 3aX04y 0COOMIMBO BaXK/IMUBI, SIKILO
KOHIIeHTpaTy (aKTopa sTOpTaHHs 0OMeXeHi abo BificyTH, it MO-
JKYTb 3HUSUTHU KiZIbKiCTb NiKapChKOTO 3aco6y, HeobXimHOro mIs
JMiKyBaHHA.

2. 3axo/u TepuIol JOIOMOTH: Ha JOJATOK A0 30i/bIlIeHHS PiBHS
¢baxTopa 3a JOIOMOro0 KOHLEHTpaTiB akTOpa 3ropTaHHA (abo
IecMomnpecuHy npu reModinii A cepefHbOI TSKKOCTI), SIK JOfaT-
KOBe€ JIiIKyBaHHA MOXXHa BUKOPMCTOBYBATH 3aXMCHIi IPUCTOCY-
BaHHA (WIMHM), CIIOKIL, /Tifi, KOMIIpecito Ta MigHeceHe MOMOXEeHH
kinnisku (PRICE) mpu kpoBoTevax y MsA3ax i cyrnobax.

3. Insa nokpaleHHA GYHKIIOHATBHOCTI Ta OLY>KaHHS MiC/IA
KPOBOTeY ¥ KiCTKOBO-M’A30Biit c1CTeMi Ta [/I1 XBOPUX i3 BCTAHOB-
neHoo remodiniuHoi arpodiero ocobm11Bo BaXkMBi dizioTepamnis/
mennyHa peabimitanis. (gus. Posnin «IIpuununm ¢isiorepamii/
Gbisn4HNX MeTOIB TiKyBaHHA reMOimii»).

4. fIx popmaTkoBe NiKyBaHHA KPOBOTE€Y B CAM3OBUX i Ipnu
BUJa/eHHi 3y0iB edexTuBHi aHTU(IOpUHOTITIYHI TpenapaTn (Ha-
IPUK/IaJ, TPaHeKCaMOBa KIC/IOTa, eIICM/IOHaMiHOKaIIpOHOBA KIC-
nota) (auB. Pospin «TpaHekcaMoBa KIC/IOTa» i « AMiHOKAaIIpOHOBa
KHUCTIOTa»).

5. IIpn 3anasneHHi cyrno6iB mic/asa TOCTPOI KPOBOTEUi Ta IpU
XPOHIYHOMY apTPUTi MOXYTb BUKOPUCTOBYBATUCA HEBHI
inri6iropu LJOI-2 (zuB. Po3ain «3He60mM0BaHHSI»).

1.6. Tepanis npodinakruaHoro samimeHnHs ¢pakropa

1. IIpodinakryka - Iie TiKyBaHHA UIISAXOM BHYTPIlIHbOBEHHO]
im’exuil KOHL[eHTpaTy daKTopa /1 MOLIepeKeHHA 04iKyBaHO]
KpOBOTEYi.

2. [IpodinakTiKa IPYHTYETbCA Ha CIOCTEPEXKEHHI PO Te, LI0
XBOPi 3 HOMipHOI0 reModiiio 3 piBHeM paKTOpa 3STOPTAHHA KPOBi
>1 MO/nn pifko Bif4yBaloTh CIIOHTaHHI KPOBOTeYi Ta MalOTh
6inbi BUCOKI aHCH Ha 36epexeHHs QyHKIiI cyrnoba [21-24].

3. [lpodinakTuka momepeakKye KpoBoTeyi Ta pyliHyBaHHA
cyrno6iB i Mae 6yTH MeTOI0 Teparii /11 36epeKeHHA HOpMallb-
HOTro QYHKIiOHyBaHHA KiCTKOBO-M’A30B0i cucteMu. (PiBens
2) [24-29]

4. IIpodinakTiyHe 3amMimeHHda ¢paKkTopa 3STOPTAHHA KPOBi
BUAB/IAETHCA KOPUCHUM HaBiTh KON piBHi paKTOpPiB MOCTiiTHO
He yrpumyioThcs Bume 1 MO/mn [26,29,30].

TABINIA 1-4 BUSHAYEHHA IMPOTOKOJ/IB
MMPOPITAKTUYHOI TEPAIIIT 3SAMIIIEHH S ®akTopa [64]

nPOTOKON BU3HAYEHHS

Enizoanune («3a . . ..
nIKYBUHHH, aKe 3UCTOCOBYETbCﬂ nig 4ac KniHIYHO

notpe6oio») " .
. OYEeBMAHOI KPOBOTEYI
NiKYBAHHS
PerynspHe 6e3nepepeHe™ nikyBaHHs, ske NOYUHA-
I0Tb 30 BifiCYTHOCTi 30/J0KYMEHTOBAHOTO OCTEOXOH-
MocrirHa Apo3y cyrnobis, BCTAHOBNEHOTO Npy Bi3U4HOMY

ornsiai Ta/abo BisyanisauifH1X BocnipkeHHsX,
i NOYMHAIOTb 1O NOBTOPHOrO KAiHIYHO OYEBUAHOI
BeNMKoi KpoBoTeui y cyrnobax i go 3-piuHoro siky**

npodinaktmka

PerynspHe 6e3nepepsHe* nikyBaHHs, ke no-
YWHAIOTb Nicns 2-i 60 Ginblw Ni3HbOI KpOBOTEYi
y BenUKMX cyrnobax** i go nouatky ypaxeHHs
cyrnobie, 3aA0KYMEHTOBAHOI NPK dizM4HOMY
ornsai Ta BisyanisauiMHUX AOCAIAXEHHSX

MepeunHa
npodinakT1ka




3nopop g’ Ykpainu

PerynspHe 6e3nepepsHe* nikyBaHHs, ske no-
YMHQAIOTb MiCNS HOCTAHHS YPAXeHHs cyrnobis,
30A0KYMEHTOBAHOTO NpH pi3UYHOMY ornsgi
Ta peHTreHorpadii cyrnobis

BropuHHa
npodinakTuka

JlikyBaHHS, ke 30CTOCOBYETbCS ANS NONEPEAKEHHS
KpOBOTEYi 3 NepiofaMM, WO He NePEBULLYIOTh
45 tMxHiB Ha pik

TpetuHHa
npodinaktmka

* besmepepBHe MiKyBaHHA BU3HAYAETHCA AK HaMip MPOBOAUTH
Tepamilo XBOPOro NpOTAroM 52 TVDKHIB Ha PiK i OTpMMaHHA XBOPUM
indysiit mprHaiiMHi mpoTsroM 45 TYKHIB (85%) B pOSIIAHYTOMY POLi.

** Benuki cyrno6m = rOMiJIKOBOCTOIIHMII, KOJIIHHMII, TA30CTETHOBUIA,
JIKTHOBMUIL 1 ePeATIIYHMII CYTIOOM.

5. Iloxn He ACHO, YM MALIEHTU HNOBUHHI OTPUMYBaTuU
npodinakTUKy MPOTATOM HeBU3HAYEHOTO Iepiofy Yacy mo Mipi
mopocnimaHHA. Xo4a JesAKi laHi IOKa3yloTh, 110 4aCTMHA MO-
JOAYX JIOfEN MOXYTb OYYBaTUCA fOOpe Mic/Is NpUIMHEHH
npodinaxTuky [31], frs YiTKUX peKoMeHAalLill HoTpibHO Oyxe
IpOBECTY MOAAIBIII JOCTiKeHH [32].

6. InsA nanieHTiB 3 NOBTOPIOBAHIMM KPOBOTEYaMI, 0COOINBO
B ypaskeHi Cyrno6y, Mo)XHa BUKOPUCTOBYBAaTH KOPOTKOYAaCHY
npodiTaKTHKy NPOTATOM YOTHPHOX-BOCHMY TIKHIB [I/Is TOTO,
mo6 36uTH HuKI Kposorey. Ileit MeTox MOXXHA MOETHYBATH
3 iHTeHCcUBHOM Qiziorepanier abo cunosiopresom (PiBenn 3)
[33,34]

7. Ilpodinaktyka He obepTae MpoLeC MOUIKOAKEHHA CYII00iB,
AKUI BXKe CTaBCsA; IPOTe BOHA CKOPOYYE YaCTOTY KPOBOTEY i MOXe
CIIOBIIBHUTY Iepebir cyrno60Boi XBOpOOH Ta HOMIMIINTH AKICTh
KUTTA.

8. IIpodinaxtyka, B TOMY BUIJIA/, B IKOMY BOHA IIPAKTUKYETHCS
B [IeAKUX KpaiHaX, e HeMa€ 3HAYHUX 0OMeXKeHb pecypciB, € o-
POTrMM JITiKYyBaHHAM i MOX/IMBA Ti/IbKM TOAIi, KOMM [ TiKyBaHHSA
remoinii BUAiNANTbCA 3HaYHI pecypcu. OfHAK B [OBIOCTpPO-
KOBOMY II/IaHi BOHa €KOHOMi4YHa, OCKi/IbKM BOHA YCYBa€ BUCOKi
BUTpATH, MOB’A3aHi 3 MOJABIIMM KOHTPOJIEM HMOIMIKOAKEHIMX
CyI7106iB, i MOKpAIY€ AKICTb XKUTTA.

9. Y xpaiHax 3i 3HAUHMMU PeCypPCHUMY 0OMEXEHHAMH 3aCTO-
CyBaHHSA 3HIDKEHUX J03 A/L IPOGITaKTUKM 3 61/BIIOI0 YaCTOTOIO
Moxe 6yTH epeKTUBHIM BapiaHTOM TiKyBaHHA.

10. I Toro, o6 BU3HAYMTY MiHiMa/IbHi 03U, AKi ganu 6 fo-
CTyn fo npodilakTUKY e 6imbliil KiIbKOCTI KpaiH, HeoOXifHO
IPOBECTH OLIHKY BUTpAT Ha IPOQITaKTIKY.

I'padpix 3acmocysanns i 0osysanus

1. Ha cporopHi icHye Ba IPOTOKOMHU IPO(INTaKTUKIY, A/L BUKO-
PUCTaHHA AKUX € JOBTOCTPOKOBI JaHi:

= [Ipotokon Manbmo: 25-40 MO/KT Ha BBefleHHA TpU pasu
Ha TIDKZIEHb J/I1 XBOPUX Ha reModiniio A i ABa pa3u Ha TIDKEHb
Ii/1 XBOPUX Ha reModirnio B.

= [IpoToxon YrpexTa: 15-30 MO/Kr Ha BBeleHHA TPU pasu
Ha TIDKZIEHb J/I1 XBOPUX Ha reModinilo A i ABa pa3u Ha TIDKEHb
II/11 XBOPUX Ha FeModirnio B.

2. OpHax mpu TikyBaHHI reModinii BUKOPUCTOBYeTbCA 6araTo
IHINMX IPOTOKO/MIB, HABITH B Till caMiif KpaiHi, B TOJ 4ac AK ONTH-
MaJ/IbHII PEXUM 3a/TMLIAETHCA CTAHJAPTHUM.

3. IlpoTokon mae 6yTu sskomora 6inpil iHAVMBIyani30BaHUM
i rpyHTyBaTHMCA Ha Billi, BeHOSHOMY HOCTYII, peHOTHIII KpoBOTEU,
aKTMBHOCTI Ta HAABHOCTI KOHIIEHTPATIB (aKTOPiB 3ropTaHH: KPOBI.

4. OpuH 3 BapiaHTiB NIiKyBaHHA JiiTell paHHbOTO BiKY — 1ie T0-
4aTOK Mpo(iNaKTUKM 3 OJHOTO pa3y Ha TIDK[EHb, a HOTIM
30i/IbIIIeHHA YaCTOTH 3a/IeXKHO BiJi KPOBOTEY i BEHO3HOT'O JOCTYILY.

5. Haiixpaie pobutu npodinakTuky BpaHii, mob 0XOmUTH
nepiofyt aKTMBHOCTI.

6. IIpodinakTuyHe 3aCTOCyBaHHA KOHIEHTPATiB aKTOpa
3TOPTaHH:A KPOBi PEKOMEHIYEThCS IO ITOYATKY BUiB aKTUBHOCTi
3 migBUIeHUM pusukom rpaBmyBanus (PiBens 4) [18,34,35]

1.7. Tepanis B foManIHix yMoBax

1. SIK1II0 e JOPeYHO i MOX/IMBO, HAl{iEeHTIiB 3 reModiniero crif
JMiKyBaTH B IOMallIHiX YMOBaX.

2. Tepanisa B goMamIHiX yMOBax JO3BONA€ MAaTI MIBUAKUIL
mocTyn o ¢pakTopa 3SropTaHHA i TOMY IPOBOAUTY ONTIMATbHO
TepMiHOBe TiKyBaHHA, B Pe3y/IbTaTi 40T0 3MEHIIYIOThCA 6o,
CKOPOYYHTHCA BUNAAKN AUCPYHKIII Ta FOBroCTPOKOBOI
iHBanMifHOCTi i 3HAYHO 3HMIKY€EThCA YaCTOTA BUMAKiB 3Bep-
HeHH [0 TiKapHi yepes ycknagHenns. (Pisens 3) [36, 37]

3. Ilopanpliui MOKpaljeHHs SIKOCTI )KUTTS BKIIOYAIOTH B cebe
cBO6OY IOZOPOXKYBATH Ta OPaTU YIaCTDb ¥ Pi3MUHINM aKTUBHOCTI,
CKOpOYeHH HEBUXOMIB Ha POOOTY, B LIKO/TY TOLO, Ta MifBUIICHHA
cTabi/lbHOCTI IpalieBIaITyBaHHA [38].

4. Tepamis B foOMallIHiX yMOBaX ifjea/IbHO JOCATAETHCA 3a IOIOMO-
TOI0 KOHIIEHTpaTiB (akTopa 3ropTaHH:A a00 iHmux modinisoBannx
HOXifHMX KPOBI, sIKi Oe3IeyHi, MOXYTb 36epirarics B JOMAIIHbOMY
XOJIOAM/IbHUKY Ta 3HOBY JIETKO PO3YMHATIUC.

5. Tepamig B JoMalIHiX yMOBaX Ma€ MPOBOAMTHCA Iif Ha-
INAZOM O6puUragy KOMIZIEKCHOTO MEFMYHOTO 06CTyroByBaHHA
Ta HOYMHATUCA TIIBKY MiC/IA affleKBaTHOTO PO3ICHEHHA Ta Ha-
BuaHHA. (PiBens 3) [36,37]

6. HaByanHa Mae QOKyCyBaTHCA Ha 3aTaIbHUX 3HAHHAX IIPO
reModisiio; po3yMiHHI TPMYMH KPOBOTeY i 3ara/IbHUX YCK/IafHEHb;
3HAHHAX 3 HaJJaHHA IepIIoi Me[UYHOI JOIOMOTY; PO3PAXYHKY
[O3yBaHHS; MiITOTOBKMY, 30epiraHHA Ta BBeieHHA KOHILIEHTPATiB
¢dakTopa 3TOpTAaHHA; TOTPUMAHHI CTEPUNIBHOCTI; BUKOHAHHI
BEHIIYHKIIiI (00 OCTYIY 10 LIeHTPa/IbHOTO BEHO3HOTO KaTeTepy);
BeJleHHI KypHay; BimoBigHOMY 36epiranHi ta yruisanii BUKo-
PUCTaHUX FONIOK/TOCTPUX MTPENMETIB; i HOBOKEHH] TPy PO3AUTTI
kposi. [IpoxofxeHH: cepTudikoBaHOI mporpamu 6y1o 6 III0CoM.

7. XBopMM a60 IXHIM 6aTbKaM MOTPIGHO BECTH XY PHAIM KPOBO-
Tey (Ha Hanepi a00 B e7IeKTPOHHOMY BUITIAAL), SIKi MAIOTh BK/TIOYaTH
JlaTy Ta MiClle KPOBOT€Yi, JO3yBaHHA i KOJI IIapTil BUKOPUCTAHOTO
npemnapary Ta nobiuHi edekTi.

8. Texnika iH}Yy3iil 1 )KypHaIM KPOBOTEY MAIOTh KOHTPOMIOBA-
TUCH i IEPEBIPATUCA MiJ} YaC HACTYIHUX BifIBilyBaHb K/IiHIiKN.

9. Tepamnilo B JOMaIIHiX YMOBaX MOXXHa IOYMHATHU 3 JiTbMU
PaHHBOTO BiKY 3 aleKBaTHMM BEHO3HIM JJOCTYTIOM, i 32 HAABHOCTI
4JIeHiB CiM’l, AKi IO BiAOBifHe HaBYaHH. J]iTyt cTapioro
BiKy Ta Ii/UIiTKM MOXXYTb HaBUMTHUCA pobutu iHdy3ii camum cobi
Ta 32 CiMEHOL M TPUMKIL.

10. IMnIaHTOBaHi HPUCTPOI BEHOSHOTO AOCTyNy (THUIY
ITopt-a-Kat (Port-A-Cath)) MOXyTb 3HaYHO MONETIINUTH HPO-
BeleHHA iH €KLl i MOKYTh 3HaJOOUTUCA ANA HPOBEeJeHHA
npodinakrukn y gireit paHHporo Biky (PiBens 2) [39,40]

11. IIpoTe puU3UK XipypriyHoro BTpy4YaHHs:d, MicIleBUX
indexuiit i TpoM6GOyTBOpEHH I, TOB’I3aHUX 3 TAKUMU IPUCTPO-
AMU, TOTPiGHO MOPiBHIOBATH 3 IepeBaraMy PAHHHOT'O MOYATKY
inTeHcnBHOI mpodinakTuku. (Pisens 2) [41,42]

12. IlpucTpiit BeHO3HOTO [OCTYIY MOTPI6GHO yTPUMYyBaTH
B PeTENbHill YMCTOTi Ta aleKBaTHO IPOMMUBATY MiC/IA KOXKHOTO
BBefIeHH, 11106 TIOIepeIuTH YTBOPEHHS 3IYCTKiB KpoBi [41].

1.8. CiocrepeskeHHsI 32 CTAHOM 3[0POB’A Ta I1OT0 Pe3y/IbTaTi
1. Perynapunii craHAapTU30BaHUIT OT/IAN, IPUHAMHI, KOXKHI
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12 micAniB, 703BON A€ NPOBOAUTH TOBrOTPUBANMIA aHATI3 /LA
OKpeMMX XBOPHX i MOJKe JOIOMOITH BCTAHOBUTH HOBi a60
NMOTEeHI[ilIHi Mpo6IeMN Ha paHHIX CTafigX i po3poburtu miaH
nikyBaHHs. (PiBeHs 3) [14,26,43]

2. XBopi noBuHHi BifBigyBaTn 6araronpodinbay 6purapy me-
AMYHOrO 0OCTYyrOBYBaHHA MIiC/IsA KOXXHOI CMIbHOI KPOBOTEYI.

3. Ilix vac BiABiAyBaHHS HEOOXiJHO IIPOBOAUTH OLIIHKY Ta Ha-
BYaHHA 3 HACTYITHMX IIMTaHb:

® [I0/J0 BEHO3HOTI'O OCTYILY;

® IOI0 TeMOCTa3y (KypHa/ KpOBOTEY);

" BUKOPUCTaHHsA IpeNapaTiB J/I Tepallii 3aMilljeHHA i peaknil
Ha HUX;

" CTaHY KICTKOBO-M'fA30BOI CHCTEMH: ypaXeHHS
i pyHKIiOHANPHOCTI UIIAXOM HpPOBefeHHA KIIHIYHOI OL[iHKY
cyrno6iB i M3iB, Ta IOPIYHOTO PEHTTEHKOHTPONIO a60 3a MpHU-
mucoM (uB. «YCKIaJHEHHS KiCTKOBO-M A30BOI CUCTEMM»);

= HasABHOCTI iHQeKUIMHIX yCKIaTHeHDb B Pe3y/IbTaTi iH €Kit
abo TpaHcdysiit KOMIOHeHTiB KpoBi: 3asBuyait BIJI, BI'C i BI'B
Ta IHIMX, AKIO € migo3pu (fuB. Po3pin «YcknagHeHH D, 0 BUHN-
KaloTb Yepe3 iHdeKIil, 1110 MepefaloThCs P IHepennBaHHA KPOBI,
i inmi indexuii»)

= HasABHOCTI iHTi6iTOpiB (fUB. «[HTi6iTOPM»)

® 3ara/IbHOTO IICUXO/IOTiYHOrO CTaHy

= 3[0pOB’ 3y0iB/POTOBOI MOPOXKHIHNI

4. Po3pobneHo KinbKa OLiHOYHMX apKyLIiB, Opi€HTOBaHUX
Ha reModiniio, AKi al0Tb MO>K/IMBICTb BUMIPIOBATH yparkeHHA
i ¢pyHkuioHanpHicTh cyra06iB, BKI0OYaIUM IXHIO aKTUBHICTH
iy4acTb B aKTUBHOCTi. BOHM BK/II0YAIOTh:

" YpakeHHS:

» xainiyHa oninka: OuiHouHi apkymi ¢isuuHOrO CTaHY
BcecBitHboi depepanii remodinii (abo omiHOYHMIT apKyIn
l'inpbepra), OLIHOYHMIT APKYII CTAaHy 3JOPOB’sI CYr106iB mpu
remodinii (HJHS);

" DEHTTEeHOJIOTiYHa OljiHKa: oliHOYHMN apkyw Ilerrep-
COHa, MaTHITHO-pe30HaHCHA TOMOrpadis, OLiHOYHUIT apKyLI
BMMipIOBaHHS;

® AKTUBHICTD: lepertiK BUAIB akTuBHOCTI mpu reModinii (HAL),
nepenik BUAiB akTuBHOCTI mpu remodinii y mireir (PedHAL),
OLIIHOYHMII apKyIl (YHKIIIOHATbHOI He3a/IeXXHOCT mpy reModiii
(FISH);

® AKIiCTDb >XUTTH, MOBA3aHa 3i 3g0poB’siM: HaemoQol, KaHazncs-
Kt JOBIIHYUK pe3ynbTariB reModinii: [HCTpyMeHT OLiHKM AKOCTI
skutts gitert [CHO-KLAT])).

5. JomatkoBy iHdopmauilo mpo HaABHI OLiHOYHI apKyIi
¢dyukuionanbHol Ta ¢isnuHoi mepeBipku gus. y Koporkomy
OCIOHMKY iHCTpyMeHTiB onjinky BOI Ha Be6-cTopinni: www.wih.
org/assessment_tools.

1.9. 3uebom0OBaHHA

1. Insa xBopux Ha reModinio XapaKkTepHi FocTpi Ta XpoHiYHi
6ori. J]71s1 KOHTPO/IIO Ta YCyHeHHs GO0 iICTOTHO BaXkK/InBa afek-
BaTHA OIliHKa IXHiX IPUYNH.

Binv uepes 6xio y eeny

1. 3a3Buyait HisiKoro 60/1€3aCHOKiINBOIO 3aC00y He ZAETHCSL.

2. [leAxuM [IiTAM MO>Ke JOIIOMOI'TY 3aCTOCYBaHHA Ha MiCIli BXOZy
y BeHY MiCI}eBOT0 3HeOO/I0BA/IBHOTO CIIpesi b0 KpeMmy.

Binv 6i0 kposomeu 6 cyznobu abo m’a3u

1. Xoya /151 3yIMHKM KPOBOTeY KOHIIeHTpaTy (akropa 3rop-
TaHHA CJIifl 3aCTOCOBYBATY B HAMIKOPOTLIi TEPMiHM, 9aCTO [/1 3He-
60/M0BaHH MOTPiIOHE 3aCTOCYBaHH JJOJATKOBIUX MeUKAMEHTIB.
(Ous. Tabnuuio 1-5).

2. Inmi saxomy BK/IIOYAIOTHh IAKETU 3 IbOLOM, iMMOOii3aliio,
HaK/IafileHH IIVH | BUKOPUCTaHHA MUINLD [44].

Binv nicna xipypeiunoi onepauii

1. Cnix yHMKAaTH BHYTPIilIHbOM $I30BOTO BBe[leHH: 3HEOONIO-
BaJIbHOTO.

2. Ilicnsionepaniitai 60/1i C1ifi KOHTPOMIOBATY B KOOPAMHALILT
3 AaHECTEe310/I0rOM.

3. Cno4arKky BHYTPilIHbOBEHHO MOXXHa BBOZUTY MOp®iH
ab0 IHIMIT HAPKOTUYHUIT 3HeOOMIOBAaIBHMIL IpenapaT, HOTiM
nepopanabHi Ipemaparu OIilo, TakKi K TpaMapmoinl, KOJeiH,
TiZpOKOJIOH TOLIO.

4. Konu 6i71b 3MeHIIYeTbCs, MOXKHA BUKOPUCTOBYBATH IHapalle-
TaMos/aneTaMiHO(peH.

Binv uepes xponiuny zemodiniuny apmponamiio

1. Xponiyna remodiniuHa apTponaris po3BUBAETbCA ¥ XBOPUX,
K1 He OTPUMYIOTD a/JeKBaTHOTI'O TiKyBaHHs KOHIIEHTpaTaMu (ak-
TOpa 3rOpPTaHHsI IIPY KPOBOTEYAX y CYI/IOON.

2. JlikyBaHHA BK/IHYae pyHKIioHaTbHe TPeHYBaHHA,
ajanTaniro Ta afeKBaTHe 3HeOONTIOBAaHHA, AK 3a3HaYeHO
B Ta6nuui 1-5. (Pisens 2) [15,45]

3. ¥ raxii curyanii inriéiropu IIOI-2 rpatoTs OCHOBHY pOTIb.
(PiBens 2) [46,47]

4. IHIUX HeCcTepOIMHMUX MPOTU3ANMANbHUX Npenaparis
(HII3II) cnip yaukaru (PiBens 2) [48]

5. Konu 6inp cTae npnYnHO0 iHBamigusanii, Moxxe mpusHa-
yatucs oproneguyna onepaunis (Pisens 5) [49]

6. XBOpMX 3 HeMUHYWIUMM GOMAMMU CIiJ HaIpaBIATH
B CIlellia/li3oBaHy OpUrany mepepyuBaHHA 60NIbOBOTO CUHAPOMY.

TABJIMIIA 1-5: CTPATETII 3HEBOJIIOBAHHSA ¥ XBOPUX
HA TEMOO®UIIIO

1 Mapauetamon/auetamiHoden
Ko He epeKTUBHMM:

iHri6itop LLOT-2 (Hanpuknaa: uenekokcub, Menokcukam
i Himecynig, Ta iHwi;
abo

2 . .
napaueramon/auetamiHodeH nnioc kopeit (3-4 pasu Ha goby)
abo
napauetamon/auetamiHodeH nnioc Tpamagon (3-4 pasu Ha poby)

MopdiH: BUKOpHCTOBYBATM NPENAPAT NPONOHIOBAHOI Aji
3 3 AOAATKOBWM MPENApPATOM IBUAKOI Aii. 36inbWwmTH npenapar
NPOJIOHrOBAHOI Aji, SKLL0 NPenapaT WeKUAKOI Aii BUKOPUCTOBYETLCS
noHap 4 pasu Ha poby
IIpumitka:
= K110 3 IKOICh NPUYMHY IPUIIOM Me[JUKAMEHTiB IIPUIIMHEHNI TIPO-
TATOM AKOTOCb IIEPiOfly 9acy, TO XBOPi, AKi OTPUMYBa/Ii Ta IEPEHOCUTIN
BJICOKi 10311 HAPKOTUYHUX IIpeNapaTiB, MAIOTh BiTHOB/IIOBATH iX Npu-
J10M 31 3HI>KEHOI 031 260 3 HalIMEHII CUIBHOTO 60/1e3aCIIOKiINIIBOTO
npenapary Iijl HaIJIALO0M JTiKaps.
= Iuri6itropu IIOT-2 MatoTh 06epeXkHO BUKOPUCTOBYBATHCS Y XBOPIX
3 BUCOKVM apTepia/IbHIM TVCKOM 1 HUPKOBOIO AUCOHYHKII€I0.

1.10 XipypriuHi onepanii Ta iHBasuBHi npouenypu

1. Yepes remodiniuni ycknagHeHHs a60 3aXBOPIOBAHH, AKi
He BiJHOCATBCA 10 Hel, MOyKe 3HaTOOUTHCS XipypriuHe BTpyYaHHA.
I[Ipu npoBefeHHi XipypridHoi onepauii xBopomy Ha remodiito,
0CO6/IMBO Ba)K/IMBI HACTYIIHI TUTaHHA:

2. XipypriuHa omnepanis s mauieHTis 3 remodinieio morpebdye
IOJAaTKOBOTO IIAHYBAaHHA Ta B3a€EMOAIl 3 OpuUrajor MenMKiB,
Oi/1bIII HIX I1e HeOOXiTHO AJIS iHIINX XBOPUX.
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3. Omepaniro xBopomy 3 remodinieio Halfkpalie TPOBOXUTU
B IIEHTPi KOMIIZIEKCHOTO MEITYHOTO 06CTyroByBaHHA a60 KOH-
cynbryrouucs 3 Hum (Pisens 3) [50,51]

4. AHecTe3ionor MOBMHEH MaTH JOCBif TiKyBaHHA XBOPUX 3 110-
PYLIEHHAMY 3TOPTaHHA KPOBi.

5. na HapgilftHOTO MOHITOPMHIY paKTOpa 3rOPTaHHA
i xouTponIo iHribiropa moTpiOHa amekBaTHa nabopaTopHa
OifgTpUMKa.

6. IlepemonepaniiiHa ofiHKa MOBMHHA BKIIOYAaTH B cebe
CKpUHIHT iHTi6iTOpa i TecT iHri6iTOopa, 0cO06MMBO AKILO
BiZHOBNIEHHA 3aMileHOro paKTOpa 3HAYHO HIDKYe 04iKyBaHOTO
(PiBens 4) [52,53]

7. Onepaiiio NOTpibHO ITaHYBaTHU Ha IIOYATKY TIOKHA i Ha II0-
YaTKY JHS /11 OTPMMAHHSA ONTYMAJIbHOL MifTpUMKY TabopaTopil
i, sIK1110 HEOOXiHO, CTAaHIIi] TepeNnyBaHHsI KPOBI.

8. Ilna camoi onmepanii Ta /14 NifTPMMKM aJeKBaTHOTO Te-
MOCTa3y B Iic/s0nepariiiHuil mepios Ha 4ac, HeOOXigHMIT s
3arO€HH: Ta/ab0 BiTHOB/IEHHA 3T0POB’, IOTPIOHO MAaTH afieKBaT-
HIIT 0OCAT KOHIIEHTPATiB (paKTOpa 3STOPTaHHA.

9. SIK1w0 KOHIIeHTpaTiB PaKTOpa STOPTAHHA B HAABHOCTI HEMAE,
TO AJA IIOCTaYaHHA CKIaJOBUX IIa3MMU KpOBi 6yfe mMoTpiOHa
HiATPUMKA CTaHIIii IepeBaHHsA KPOBi.

10. TosyBaHHA i TpUBAIICTD Ail KOHLEHTpaTy (aKTopa 3rop-
TaHHA 3a/IEKUTD BiJj TUIY BUKOHYBaHOI olepaii.

TABINIOA 1-6: BUSHAYEHHA AJEKBATHOCTI
TEMOCTA3Y 171 XIPYPTTYHUX OIEPAIIIN [64]

11. EdexTuBHicTb TeMocTasy Aas xipypriuxoi omepauii
OL[iHIOETBCA 3a KpUTepiAMM, BusHauyeHuMu KomiTeToM 3 Hayku
Ta craHfaprusanii MixknapogHoi crinku TpomM603y i reMocrasy
(guB. Tabnuiio 1-6)

12. XBopi i3 cepegHim crynenem remodinii A, a TaK0X XBOpi,
AKi BHepllle OTPUMYIOTH iHTEHCUBHUIT (paKTOp 3aMileHH,
0C00IMBO CXWIbHI A0 PU3UKY PO3BUTKY iHribiTopa Ta HOBUHHI
IPOXOAVITY HOBTOPHUI CKPUHIHT IPOTATOM 4-12 THKHIB micisa
onepaunii. (PiBens 4) [54]

13. PetenpHumit MOHITOPUHT iHTI6ITOPIB TAKOXX PEKOMEH/YETHCS
JUISI XBOPUX 3 IETKMM i cepeiHiM cTyTieHeM remodinii A, sKi oTpu-
MYIOTb iHTEHCUBHe BBe[IeHH IIperapartiB KpoBi micia onepanii [55].

14. BniyBaHHA KOHIEHTpaTiB (aKTOpa/TeMOCTaTUYHNUX 3aC00iB
HeoOXiTHO [0 TPpOBeleHH A iIHBAa3MBHUX [iaTHOCTUYHUX IPOLIERYpP,
TaKMX AK CIIMHHOMO3KOBA IYHKIIifl, aHa/Mi3 KPOBi Ha KMC/IOTHO-
TY>KHUIT CTaH i 6y/b-sKi BURM eHOCKOIIII 3 biomnciero.

1.11. JlikyBaHHA Ta FOT/IAL 3a 3y6aMu

1. JIns monepe>KeHH: NMepiofOHTANIbHUX 3aXBOPIOBaHb i 3y6-
HOTO Kapiecy, IKi MOXYTb IIPU3BECTU N0 KPOBOTEY ACEH, 1A
HalieHTiB 3 reModiielo icTOTHO BaXk/IMBa XOpOIIIa Firi€Ha poToBoI
MOPO>XKHUHN [56].

2. Ilepesipka 3y6iB Mae IPOBOZUTHCA PEry/IAPHO, IOYMHAIOYN
3 4acy IpOpi3yBaHHA 3y0iB y HEMOB/IATHL.

3. [lns BumaneHHs Ha/MbOTy 3y6M CIIify YMCTUTH ABiYi Ha ZeHb
LIITKOIO Ce€pefHbOI J)KOPCTKOCTI.

= P . . P
o ’5 Brpatu kpogi nig yac abo nicns onepauii (B Mexax 10%) sk y xeoporo 6e3 remodinii.
Sf g = He sactocosysatu popatkosi (nozannaxosi) aosn dpakropis FVIII/FIX/wyktyiodi sacobu i
© = [MoxigHi KpoBi AN NepenBaHHS HEOBXIAHI B TAKIM CaMIM KinbkoCTi, 5K | Ans nauieHTa 6e3 remodinii
= Brpatu kposi nig yac abo nicns onepauii 3anerka euuie o4ikyBaHux ans xsoporo 6e3 remodinii (8 mexax 10-25% sig oyikysaHoro), ane pizHuus
3 BM3HAYAETLCS XipYProm/aHECTi3i0N0roM K KNIHIYHO HE3HAYHA.
o . . . . .
o = He 3actocosysatu gogatkoei (nosannaxosi) gosu pakropis FVII/FIX/wyHTytoui 3acobu i
25 = [loxigHi KpoBi ANs nepen1BaHHs HeobXiaHI B TAKIM CAMIM KinbKOCTi, 5K i Ans xBoporo 6e3 remodinii
X
z Brpatu kposi nig yac abo nicns onepauii Buwe ouikysauux (25-25%), Hix ans xeoporo 6e3 remodinii, i noTpibHe fOAATKOBE NiKYBAHHS.
O . . .
5 = MotpibHa poaatkosa (nosannaHosa) posa pakropis FVIII/FIX/wyHTyioui 3acobu abo
& = 36inbleHHs CMOXMBAHHSA NOXiAHMX KPOBi (B Mexax 2 pasis) Bis nepeabayyeaHoi noTpebu nepenmsaHHs
\9,x  3HauHi BTPATH KPOBI Nip vac Ta/abo nicns onepauii, icToTHo BUwe ouikysannx (>50%) ans xeoporo 6e3 remodinii, npy ubomy notpibHe
3 E BTPYYQHHS, | Lie NOSCHIOETLCA Xipypramu abo MeanMKaMM Hisik iHakwe, Hix remodinis.
> 2 q & 2 2 .
5 &  ®Hecnogisane sHnxeHHs TMcKy abo HecnopiBaHuiA nepexia Ao iHTEHCUBHOI Tepanii 3 ornagy Ha kposoTedy abo
o=
2 ®  wlcToTHe nipBMLLIEHHS CNOXMBAHHS NOXiAHMX KPOBi (>2 pasu) sia nepepbayyeaHoi noTpe6u B nepen1eaHHi
IIpumirka:

= J[714 BUSHAaYeHHA XipypriYaux BTpAT KPOBi, KpPiM OLiHKM BTpaTu
KPOBi I/l yac onepailii, MOXXyTh BUKOPMCTOBYBAaTUCA [aHi 3a piBHAMMU
reMorno6iny i mpo KiZbKiCTb OFMHUIb ePUTPOLUTAPHOL MacH Ieper
i micnA onepanii, K10 BOHM CTOCYIOTbCA TaKOI JJis/IbHOCTI.

= Xipypriuuuit reMocTas Mae olliHloBaTHCA Xipyprom ta/abo
aHecTesionoroM, ki 6epyTsb yuacts B omepaunii. IIpu 1pomy wi gani
HOTPI6HO peecTpyBaT IPOTAroM 72 TOAVH MiC/Is omeparii.

= XipypriuHi BTpy4aHHsA MOXHa KnacudiKyBaTu AK BeIMKi i Api6Hi.
Benuki Xipypriuni BTpy4aHHA BU3HAYAIOTbCA TUM, 110 TEMOCTATUYHA
HiffTpMMKa /151 HUX TOTPiOHa Ha Iepiof, 1[0 MepeBNILye 5 HACTYITHUX
IHiB.

4. Kony MOX/INBO, CIifi BUKOPUCTOBYBATU 3yOHY HUTKY a60
MIDK3YOHI IOP>KUKIL.

5. Y micusx, e B [kepenax BOAM BiACYTHilt npuponuuit gprop,
HOTPiOHO BMKOPUCTOBYBATY 3yOHY macTy 3 BMicToM ¢ropy. Komn
1ie HeoOX1JHO, MOXYTb Npu3HavaTucs fo6aBku Gropy.

6. [lns Bcix xBopux BikoM Bif 10 1o 14 pokiB mepenbadaernbcs
OPTOZOHTMYHA OLiHKa. [i MeTa - BUSHAYMTH HasABHIiCTb HpO-
61eM cKym4yeHOCTi 3y6iB, fAKa 6e3 MiKyBaHHA MOXe IIPUBECTH
JI0 IepiOIOHTAIBHOTO 3aXBOPIOBAHH 3Y0iB.

7. [Ina HaflaHHA TapHOTO KOMIIIEKCHOTO CTOMATO/IOTiYHOTO
NiKyBaHHA ICTOTHO HeoOXiJHa TiCHa B3a€MOJALA MIX Xipyprom-
CTOMATOJIOTOM i 6pUrafoo MiKyBaHHA reModiii.




KepisHuUTBO 3 NnikyBaHHs remoinii

8. JIikyBaHHA MOXXHa 6e3me4Ho IpOBOAUTH WiJi Micl}€BOIO
aHecTe3i€10, BUKOPUCTOBYIOUY IOBHNUIT HA0Ip METO/IB, JOCTYIIHUX
A1 XipypriB-cToMarosoris. IHdinpTpanis, iHTpaanbBeonapHi
Ta iHTpairaMeHTapHi iK' eK1ii 4YacTO IPOBOAATHCS IPH fOBEeHHI
daxropa o 20-40%, xo4a ¢axiBii 3 aleKBaTHUM [JOCBiOM MO-
XKYTb IPOBORUTH 1 iH'eKuii 6e3 Bukopucranusa dakropa (PiBeHb
4) [57,58]

9. Ilepen nmpoBefeHHAM HUXKHbBOIE/NENHOI aHecTesil a6o
indinpTpanii A3uKa MOXKe 3HaZOOUTUCA NiKyBaHHA OpUranoo
dbaxisiis 3 remodiii.

10. Bupanennsa 3y6iB abo xipypriuni onmepanii, 1o nposo-
BATHCA BCEPEAIHi POTOBOI OPOKHIHYA, CTifi MPOBOATH 3a M/a-
HOM KOHTPO/IO TeMOCTa3y NPpU KOHCYNIbTallil 3 TeMaTONOTOM.
(PiBens 3) [51]

11. TpaHekcaMOBa KMCIOTa 00 aMiHOKAIPOHOBA KUCTIOTA
(EACA) 4acTo BUKOPYCTOBYIOTHC IIC/IsI CTOMATOIOTiYHOI IPO-
LefypH /I SMeHIIeHHA NOTpeOM B Tepamii saMimenHs. (PiBeHs
4) [59,60]

12. IlepopanbHi aHTHOGIOTUKY IIPOIIOHYIOTHCSA TLIBKM SAKIIO BOHN
K/IIHIYHO HeOOXimHi.

13. Ilicns BuganeHHs 3y6iB, KOJIN 1€ MOXK/IMBO, MO>KHA BUKOPY-
CTOBYBaTH MiclieBi reMocTaT4Hi 3acobu. Ik mpaBuo, mpemaparu
BKJ/IIOYAIOTh OKUC/IEHY LIeTI0N03y Ta (GiOpUHOBUIL KTl

14. ITicns BupaneHHA 3y6a XBOPOMY CITiJi peKOMeHIyBaTH YHHU-
KaTMU CHOXKMBAHHA rapA40]l 1XXi Ta HaIloIB 0 3HUKHEHHA OHIMiHHA.
KypinHa HOTpi6HO yHMKATH, OCKiNbKM BOHO MOXXe BIUIMHYTH
Ha 3aTO€HHA. PerynsapHe mojoCKaHHA pOTa TEI/IOK CONOHOK
BOJOI0 (CTOIOBA JIOKKA COJIi Ha CK/ISAHKY TEIIOi BOAM) CIIifi Io-
YMHATY Y€pe3 [JeHb IiC/A TiKyBaHHA Ta IPOJOBXYBATH IIPOTATOM
I’ATH-CeMM THIB a60 K0 3aTOEHHA POTOBOI HOPO>KHIHIL.

15. IIpu TpuBaniit KpoBoTedi Ta/abo TPyAHOLIAX IIPU TOBOPIHHI,
KOBTaHHI a60 AMXaHH] MiC/IsI CTOMATOMOrIYHOI MaHIIy/ ALl Ctif
TepMiHOBO HOBiJOM/IATY T€MATONOTY/Xipypry-cTOMaToOIOTY.

16. Crnip, yHMKaTH HeCTepOiJHMX MPOTHU3aNaNbHNUX IIpenapariB
(HII3II) Ta acmipuny.

17. Ilpu 6onsax micias BupaneHHs 3y6iB MOXKe JOIOMOITH
BiJIIIOBiZHA 032 HmapaleTaMoiny/ameToMiHopeHy KOXHI 1icTh
TOJIVH IPOTATOM JBOX-TPbOX JIHiB.

18. HasiBHicTh iH(eK1ill, 1110 epealoThesl 3 MPOJYKTaMU KPOBI,
He IIOBMHHA [ePelIKOfKaT! TiKyBaHHIO 3y0iB.

19. [TonepemxeHHA KpOBOTeYi M| Yac IiKyBaHH:A 3y6iB y XBO-
pux 3 inribiropamnu ¢axropis FVIII abo FIX Bumarae peTenbHOro
IUTaHYBaHHA [61].
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2. IINTAHHA OCOB/INBOIO 3BHAYEHHA
ITPU TIKYBAHHI

2.1. Hocii

1. Temodpirnist — e HOpyILEHH A STOPTAHH KPOBI, 34ell/IeHe 3 XPOo-
MOCOMOI0 X, sIKe 3a3BJM4ali Bparkae 0ci6 4070Bivoi cTaTi, B TOJ 4ac
AK 11 HOCIAMM BUCTYNAIOTh IIPEICTABHMIII )KiHOYO] CTaTi.

2. O6mirarHi Hocil - Le:

® JOUKM 0cO6M 3 reModimi€ero;

= MaTepi OXHOTO cyHa 3 TeModii€ro i Ti, y Koro €, mpuHaiMHi,
OfVH iHIMII WieH ciM’1 3 remodiriero;

= MaTepi OfHOTO CHHa 3 reMOITi€l0 i Ti, y KOro € OLMH YiIeH CiMl,
SIKUIT € BITOMUM HOCieM reHa remoinii;

= MaTepi ABOX a60 6ijblie cuHiB 3 remodiiero.

3. OuikyBaHuUIt cepenHilt piBeHb pakTOpa 3STOPTAHHA KPOBI
y HociiB reMoinii craHoBUTb 50% piBHIB, AKi 3HAXORATD Y 3[0PO-
BOro HaceneHHs [1,2].

4. bararo HOCiiB HE MalOTh CUMIITOMIB.

5. Hocil 3 piBHsAME dakTopa sropTanHA Bif 40% mo 60% Bix HOp-
MaJIBHOTO PiBHS MOXYTb MaTy HiIBUIEHY TeHIEHIIII0 IO KpOBOTeY [3].

6.Y HebaraTboX HOCIIB piBHi (paKTOpiB 3rOpTaHHA KPOBI MOXYTb
6yTu B HiamasoHi piBHiB reModiii - B 6111l YacTVHI B KaTeropii
JIETKOTO CTYyIIeHA TAKKOCTI — ajle B PiIKiCHMX BUIIA/IKaX HOCii MO-
XYTb HepebyBaTH B Aiala3oHi MX cepefHiM a60 TAXKUM CTyIIe-
HSIMY TSDKKOCTI Yepes KpaiiHio naitonisauito (guB. Tabnuio 1-1).

7. Hocii 3 piBHsAMU daKTOpa STOpTaHHA B Aiama3oHi reModimii
MOXYTb OYTU CUMITOMATYHUMIM HOCIAMM, IIPYU L{bOMY 4acTOTa
BUIAJKIB KPOBOTeY KOPEIIOE 3 IXHIM cTyIeHeM fedinuty pakropa
3rOpTaHH:A, 0COOMMBO Iif| Yac TPaBM i XipypriuHMX BTpy4aHs [3].

8. MeHoparii Ta KpoBOTedi Iic/1A XipyprivHux BTpy4aHb € IpO-
ABaMM, AKi Hall4acTille 3ycTpidaloTbCA cepef HOCIIB 3i 3HAYHO
HIDKYMMU piBHAMY (aKTOpa 3ropTaHH:A Kposi [3].

9. HociiB 3 HM3bKuMM piBHAMU (aKTOpa 3TOPTaHH KPOBi C/Iif
k1acuikyBaTH AK TaKUX, 1[0 MalOTb reMO(iniio BiANOBITHOTO
CTyTIeHA TAXKKOCTI Ta IiKyBaTH BUXOAAYN 3 1IbOTO.

10. Ina KOHTPONI CUMITOMIB MeHOparii KOpUCHI
KOHTpALeNTUBHI TabeTku Ta aHTU(IOPUHOMITUYHI Ipenapari.

11. PiBui ¢pakropa FVIII 3HauHO mifBUINYIOTHCA HijJ Yac
BaritHocTi. PiBHi ¢akropa FIX 3a3Buyait 3Ha4HO He 3MiHIOIOTHCS [4].

12. Be3snocepegHim pogmyam XiHO4OI cTari (MaTepi, cecTpu
i mouku) moguHK 3 reModiniero CIif NIPOXOAUTH MepeBipKy
Ha piBHi paKTOpM 3TOPTAaHHA, 0COOIMBO KO MpPOBEJEHH
Oy b-AKNX iHBa3sMBHUX IIPOLENyp, MONOTiB a60 AKINO y HUX
crnocrepiralTbcs 6ynb-aki cumnromu remodinii (Pisens 3) [3,5]

2.2. TenernyHe TeCTyBaHHA/KOHCYNbTallii Ta MpeHaTanbHa
HiarHOCTHMKa

1. SIK1110 1€ {OCTYITHO i MOXK/IMBO, YIeHAM CiM’1 )KiHOYOI cTaTi
XBOPUX Ha TeMO(inifo, 0 3HAXOAATHCA B IPYIi PUSKUKY, CIif
NPONMOHYBATH TeHeTUYHe TeCTYyBaHHA Ha CTaTyC HOCisA, mo6
MOErmuTY TeHeTNYHI KOHCYTbTalii, Ta, 3a 6aXkaHHAM ciM’T,
npeHaTanbHy fiarHoctuky. (PiBens 4) [6]

2. Ananis myTauiit Ha ocHoBi JJHK jy1s1 BusHadeHHs crienmdiyamnx
MyTalili, 1o BifMoBifaloTh 3a remodinio B MeBHii ciM’i, cTae
TEXHIYHO /IermmM i Bce 6inbur mnpoko soctynHuM. Lle monmermye
inenTndikarnio HOCIiB i MpeHaTanbHy JIaATHOCTUKY AJIS IIOAIB
YOJIOBiY0I CTaTi.

3. leHeTuHe KOHCY/IBTYBaHHA € K/II04OBMM METOJOM JOIIOMOTY
XBOPMM Ha reModiio, HOCISIM 1 IXHIM CiMSIM B IPUITHATTI 611b11
YCBiZJOM/IEHOTO PilllEHHS.

4. IlpeHaranbHa [1iarHOCTMKA 3a3BM4all IPONOHYETHCA TOAI,
Ko/ B pasi ifentudikauii mona 3 reModinieio 6yne posriafaTiucs
nepepyBaHHA BariTHOCTi. OfHaK {i MOXXYyTb IPOBOGUTH i /1A TOTO,
;06 ZOMOMOITY POAMHI MIATOTYBATHCS Ta CIUIAHYBATU IIOJIOTH.
ITpn HapomkeHHi 1I0fa 3 reMoini€o Kpallje YHUKATH onepariii
IO/IOTOPO3pilleHH .

5. CraTp m10fja MOXXHa BM3HAYUTHU, BUKOPUCTOBYIOUN
0iaTHOCTMKY METOJOM IOJNiMepasHOl JTAHIIOTOBOI peaKIil
(IIJIP), xapakTepHoi st XxpoMocoMu Y Ha IIa3Mi/cupoBaTiii
KpOBi MaTepi micns 7-9 TMXKHIB BariTHOCTI, a60 yIbTpasByKoBe
DOCIIKeHH, ToYMHa4y 3 11 ToKHA BariTHOCTI [9].

6. Anani3 npo6 xopioniuaux Bopcunok (CVS) a6o Giomcis €
OCHOBHMM METOJIOM IIPEHATa/IbHOI JiaTHOCTUKM, i HaliIKpanie
NpoBOANTH J10T0 MiXK 9 i 14 TMOKHAMY BariTHOCTI. bioncig, mo
NPOBOJUTHCA paHime, MO)Ke NPU3BECTH JO MiJBUILEHOTO
PM3MKY yCKNaJHEeHb, BKIIOYal04)l HEHOPMA/IbHII PO3BUTOK
KinniBok muopa. (Pisens 1) [10-13]

7. AMHioIleHTe3 MO>KHA IPOBOAMUTU Ha 15-17 TVOKHI BariTHocTi
[11].

8. Baxx/nuBO 3HATU Ta LOTPUMYBATHUCA BiANOBifHUX
3aKOHiB, 110 BM3HAYaIOTh TaKi IpoLeAypy B KpaiHi, fle TaKa II0-
C/Iyra HaJlaeThCA.

9. [Ina nomnepejXeHHA KPOBOTEY y MaTepi Iifi 4ac npouenyp
IpeHaTa/IbHOI IiaTHOCTUKY HOCLAM 3 HUBBKMMMU PiBHAMY (haKTOpa
sropraHHs Kposi (<50 MO/n1) Moxxe 3HafOOUTHUCA TeMOCTaTI9HA
HiJTPUMKa.

10. Bci inBa3uBHi MeTOxM, BUKOPUCTOBYBaHi mpu
MpeHATaNbHill AiaTHOCTHI, MOKYTh IIPU3BECTH 50 KPOBOBIINBIB
y mopa it Mmarepi. SIKio y MaTepi HeraTuBHUII pe3yc-(paKTop
(RhD), i1t cnip mpusnauntyi antu-D imynorno6in. (Pisens 3) [14]

11. IlepeniMinanTaniiina reHe T YHA JiarHOCTYIKA JO3BOJISIE 00-
paTu i iMIUTaHTanii B MaTKy 3apofxu 6e3 crerydidHol MyTaril
[15].

2.3. Hapopm xeHHsI HeMOBTIAT 3 BifoMoI0 a00 Mif03pI0BaHOI0
reModiniero

1. Y gpyromy i TpeTbOoMy TpuMecTpax piBHi ¢pakTopa 3rop-
taHHA FVIII sasBuyali nifBNIyo0Thca 50 HOPMaIbHOTO
AiamasoHy, TOMY Yy HOCIiB iX /iy BUMipIOBaTH IIiJ] 4aC TPETHOTO
TPUMECTPY J/I TOTO, 06 HOCIT MOT/IM PUITHATH YCBiOMIEHi
pimenns npo BBefeHHs ¢pakTopa mix yac nonoris (Pisens 3) [4]

2. Ina xipyprivHux a6o iHBa3MBHUX IPOIEAYP, BKTHOYAIOUN
HOJIOTM, HOCIsAM 31 3HAYHO HIDKYMMU piBHAMU dakTopa (<50
MO/p1) HeoOXiZHO NTPOBOAUTH Tepamiio 3aMineHH: PpaKTOpa
sropranss. (PiBens 3) [4]

3. Heo6xifuicTp y 3amineHHi ¢pakTopa 3ropTaHHs KPOBi Cift
IJIaHyBaTU B IpeHaTaIbHNI TIepiof,.

4. PopoBuit KaHas y HOCIIB 3 HOpMaIbHIM IJIOTOM CIIifi 00uparu
3TifIHO 3 BKa3iBKaMI aKyllepa.

5. Illo6 3MeHIIUTH PU3UK KPOBOTEY, MOTOTM HEMOBIAT
3 BifoMo10 260 miffo3proBaHoI0 reModinier0 MalTh NPOXOTUTH
aTpaBMATUYHO He3aJIeKHO BiJl TOT0, HAPOJKYEThCA FUTHUHA
4epes nmixBy a60 4epes KecapiB postuH. (PiBens 3) [4]
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6. I[Ipy BariHa/IbHYX MOJIOTAX C/Iifl YHUKATY BUKOPUCTAHHA aKy-
HIepChKUX IUILIB Ta BAKyyMHOI eKCTpaKIii, a TAKOX iHIINUX
iHBasMBHUX HPOLEAYP LIOAO M/IORY, TAKUX 5K B3ATTA P06 KPOBi
3 yepena Ta yCTAaHOBKA CKaJ/IbIIOBMX €/1€KTPOZIB Ha IIKipy Yepemna
IIOf§a, KOJIM BiH 3HAXOUTHCS B yTpo6i Marepi [16].

2.4. Baknyumnaamii

1. XBopuX 3 HOpyIIeHHAMM 3TOPTaHHA KPOBi HeoOXifHO
BaKIMIHYBaTH, ajlie BAKIMHY IIepeBakKHO BBOAUTHU HMigMIKipHO,
a He BHYTPilIHBOM 3080 260 iHTpajgepManbHO, KPiM THX
BUITAJKiB, KOM XBOPUII OTPMMY€ KOHIIEHTpaTn aKkTopa srop-
taHHA. (PiBens 4) [17]

2. S0 Heo6XiAHO 3pOOUTY BHYTPILIHBOM S30BY iH €KIIiI0:

« 1 HajlKpalre poOuTH IIic/Is BBeIeHH I J03M Tepaiii 3aMileHHsI
daxropa.

= 3a I’ITh XBU/IMH [0 IH'€KLIT Ha MicIle iH €KI[il MOYKHA TIOK/IACTY
HaKeT 3 IbOZIOM.

= JIns iv’ekuii c1if BUKOPUCTOBYBATHU TONKY 3 HalIMeHIINM
KanibpoM (3a3Buyaii kamibpom 25-27).

» Micrie iw'ekuii Cif IPUTUCKATH TAMIIOHOM, IIPUHAMHI, IIPO-
TATOM ITATY XBUIKH [18].

3. Bakumum 3 XMBUM BipycoM (Taki AK opaabHa HPOTH-
IOMiOMi€NiTHA BaKL[HA, TPUBAKL[MHA IIPOTU KOPY, EIiJJeMi4HOTO
HMapOTUTY i KPACHYXM) MOXYTb OyTI IPOTUIIOKA3aHi /IS XBOPUX
3 BUI-indexuiero.

4. XBopuM Ha remodinio 3 BIJI indekuiero cnif gaBatu
IIHEBMOKOKOBI BAKLIMHY 1 IOPiYHi IPOTUTPUIIO3HI BAKLMHIL.

5. BaknuHanis npotu rematutiB A i B BaxnuBa pa Bcix
xBopux Ha remodiniro. ITi Bak sy MoKy Tb OyTu HeepeKTUBHI
mns xgopux 3 BI/I-indexuiero. (Pisens 4) [19,20]

2.5. IIcuxonoriyHi nuTaHHA

1. XBopuM Ta iXHIM ciM’sIM CJIiJ HaJjlaBaTy HCUXOIOTIYHY
Ta COLiaNbHy MATPUMKY [21,22].

2. Temoinist Takox Moxe 6yTU QiHAHCOBUM TATAPEM, KU
HaK/Iafja€ 0OMe)XeHH Ha JleAKi aCTIeKTY HOpMaIbHOTO XXUTTA [23].

3. CouianbHuil npauiBHUK Ta/abo iHIII 4IeHN OpUragum KoMm-
IJIEKCHOTO MEMYHOrO 0OCTyrOByBaHH I IIOBUHHI:

= HagaBaTu sikomora 6inpme indopmauii npo ¢isuuni,
[CUXO/MOTIYHI, eMOLiliHI Ta eKOHOMIYHI acrekTy remodinii
TepMiHaMI, AKi XBOPMI1/XBOPi MOXYTb 3pO3yMiTH;

= 6yTU BIZKPUTMMM II YeCHUMU 3 MPUBOAY BCiX aCHeKTiB
MiKyBaHHsA Ta IOTALY;

= JO3BOJIATY XBOPOMY/XBOPUM II€PEXUTH CBOi eMOlLii i cTraBUTH
nuraHHa. TepIiade sabesnedyBaTy JOIJIAL i MiATPUMKY;

= PO3MOBJLATI 3 XBOPUMU AIiTbMU, @ He TiIbKY 3 iXHiMM 6aTh-
KaMu. YacTo [iTM MOXYTb pO3yMiTu 6arato Impo CBOE 3aXBOPIO-
BaHHA Ta MOXYTb CIIiBIIPAIIIOBATY 3i CBOIM JIiKapeM, AKIIO Y HUX €
BifnoBigHa indopmaris Ta HaBYaHHS;

= HarajlyBaT)l XBOPMM He iIrHOPYBaT) CBOIX 30pOBUX 6pariB
i cecrep;

= BMIiTH YCBiZIOM/TIIOBaTY TIONEPeNKyBa/IbHi CUTHA/IM BUCHAXKEHHSA
bisnyHMX 1 FyXOBHMX CII i flenpecil, sIKi 3BMYaliHi A1 XpOHIYHOTO
3aXBOPIOBAHHA, Ta JABaTH PEKOMEH ALl AK 3 HUMU BIIOPATUCS;

= BI3HABATH, [0 KYAbTYypPHE MOXONKEHHA MOXXe BINMBATU
Ha IIOITIAAM XBOPOTO Ha 3aXBOPIOBAHHS;

= HauXaTy XBOPUX OpaT y4acTh B poOOTi BEOMa i 3aHATTAX
Ha 03Bi/UIi BAoMa i Ha pobodomy Miciyi;

= IpaIll0BaTy B NapTHEPCTBi 3 OpraHisalli€elo XBOPOro 3 Mpo-
HaraHAy JOI/IARY Ta MiKyBaHHA mpy reModinii Ta 3abesmevyBaru
HaBYaHHA [/ ciMeil i 4IeHiB rpoMaz;

" IIPOCUTH JOIIOMOTM Y MiCLIeBUX TPYII i OpraHisaniii, ie HeMae
colia/IbHUX IPalliBHUKIB.

2.6. CraTeBe XUTTA

1. XBopi Ha reMo(inito MOXXYTb MaTH HOpMaJIbHi CTaTeBi aKTH
[24].

2. IHOZi B pe3ynbTaTi CTaTEBUX CTOCYHKiIB MOXYTb MaTu
Micie M’s130Bi KpoBoTeui (HalpuKIaf, y K1y60BO-IOIePeKOBUX
M’A3aX).

3. YckmagHeHHA reMogiii MOXYTb CyIPOBOJKYBATUCS CEKCY-
a/pHOM0 MCOYHKIIIE, sIKa MOXKe BKIIIOYATH BiACYTHICTH 116110
a60 iMIIOTEHIi10.

4. Binb a60 cTpax 6010 MOXXYTb BIUIMHYTU Ha CeKCyasbHe 6a-
XKaHHA, KpIM TOro, reMOdiTi4Ha apTPONATisA MOXKe HAK/IaCTU 06-
Me>XXeHHS Ha CTaTeBMil aKT.

5. Ha cekcyanpHIiCTh MOXYTb TAKOX HEraTUBHO BILIMHYTU
xponiuHi iHdexuii Bipycy remarury C i BI/I-indekuis, Bikosi xBo-
pobu, Taki sk rimepToHis i ykposi Aiaber, i meBHI MiKapchKi mpe-
maparu.

6. Y meAKNMX BMNAJKaX MOXYTDb OYTU KOPUCHUMU OpajbHi
inribitropu docdonuecrpiasu-5 (cungenadin, Tagamadin). i
NiKapchKi 3ac00M TPOXM YIOBLIBHIOIOTH arperamuio TPOMOOLUTIB
in vitro i MOXXYTb BUK/IMKATI HOCOBY KPOBOTEYY 4€Pe3 3aK/Ia/IeHH
HoCa.

2.7. Crapitoui xBopi Ha reModiniro

1. Crapiroui xBopi Ha reModinito 6yAyTh HEMUHYYe CTPa>KHATH
Ha cTapedi XxBopo6u [24,25].

2. CynyTHi 3aXBOpIOBaHHA Yy XBOPMX Ha remodiniio cmip
NiKyBaTM BifiMOBifHMM YMHOM, OCKiIbKM BOHM MOXYTb
noripuryBaru mpobaemy, HoBsI3aHi 3 reMOQiIi€l0, Ta YNHUTHU He-
TaTUBHMUII BIUIUB Ha i3MdHe Ta IICUXOMOTiYHE 3TOPOB’S XBOPIX,
a BiJITaK — Ha AAKiCTh IXHHOTO YKUTTS.

Ocmeonopos

1. Y xBopux Ha remodinito MiHepanbHa IiMbHICTD KiCTKOBOI
tkanuuu (MIIKT) sumxena [26,27].

2. 3i sumwxkenoo MIIKT nop’s3aHa mifBuineHa KinbKicTs ap-
TPOIATUYHUX CYIT06iB, BTpaTa PyX/IMBOCTI CYIIo6iB Ta aTpodis
Ms131B, 1110 IPU3BOJATSH O BiICYTHOCTI aKTUBHOCTI [27].

3. SIxmo craH cyrnobiB [03BOJsE, CTif 3a0X04yBaTH BUAK
aKTMBHOCTI, IOBA3aHi 3 CMJIOBUMU TPEHYBaHHAMU (afieKBaTHI
BUMIM CIIOPTY), AKi CIIPUAIOTb PO3BUTKY Ta MiATPUMIi X0opoIoi
I[iTBHOCTi KiCTKOBOI TKAaHUHNA.

4. XapuoBi fo6aBKM Kanpljio Ta BitaMiHy D TakoX Ba>k/IuBi,
Ipu 1bOMy MOXe 3HagobuTucs 6ichocponarna repanis. [lo mo-
4aTKy ZOBroCTpoKoBOI bicocoHaTHOI Teparril peKOMEeHAYETbCA
IIPOBECTH OLIHKY CTaHy 3y6is [28,29].

Oscupinma

1. ITepeBa>xaHHs rofeit 3 HagMipHoto Macoo (IMT (ingexc Macu
tina) 25-30 kr/m?) i oxxmpinuam (IMT > 30 kr/m?) spocrae [30].

2. bpak akTuBHOCTiI MOXKe cipuaATH nifBuiennio IMT Ta Mmacu
Tina.

3. Bucokuit ingexc IMT mos’asanumit 3i:

= 3HAYHUMM OOMexxeHHAMY pyxnnBocTi (ROM) [31];

® 3pOCTAaHHAM apTPONMATUYHOTO HOTIO;

® DiABUIEHUM PU3UKOM YTBOPEHHA ypaXkeHUX Cyrno6is [32];

® DiBMIEHNM PU3KKOM AiabeTy, aTepOCKIepo3y i cepreBo-cy-
JAMHHOTO 3aXBOPIOBAaHHA, AKi MOXYTb IPUSBECTH [0 IIOJAIBIIOrO
HOLIKO/)KeHH apTPOMATIYHUX CYIIOOIB.
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4. Crip peKOMeHyBaTU pery/aapHy QisyyHy aKTUBHICTb.

5. SIxmo GyHKIiOHA/MIbHI 00MeXeHHS 0OMEXYIOTD IOfeHHY
aKTUBHICTb, TO disioTepamesT, 3HaitoMuil 3 reModiielo, 3MOXxe
TIOpPEeKOMEH/YBaTH BiiNOBiHi abTepHATUBHI BUAY aKTMBHOCTI.

6. Y pesgKux BUIAJKaX MOXKe OYTY IOKa3aHe HAIlpaBIeHH:A
110 IieTosora.

I'inepmonia

1. XBopi Ha remodinioo MalOTh MiABUIIEHUII cepeRHIN
KPOB’IHMIT TUCK. BiporifHicTh 3aXBOpIOBaHHs Ha rilepTOHI0
y reMoinikiB B ABa pasyu Buiia. BOHU BUKOPUCTOBYIOTH bijbliie
AHTUTINEPTOHIYHMX IpeNapaTiB y NOPiBHAHHI 3 IHIINMMHU
KaTeropisimu HaceneHHs [33,34].

2. Yepes mifBUIEHNIT PU3UK KPOBOTEY XBOPUX Ha reModinito
3 TiMEePTOHIEIO C/TiJ] afleKBATHO JIiIKYBaTH Ta PETY/IAPHO MEPEBIPATU
IXHiil KPOB'THUIT TUCK.

3. 3a BiiCyTHOCTI iHIINMX (AKTOPIB PUSKUKY CePLieBO-CYAMHHUX
3aXBOPIOBaHb CUCTOMIYHMIT TUCK CIijJ] HifTPUMyBaTyH Ha PiBHI <
140 MM.pT.CT., a #iacTONMIYHMI TUCK Ha PiBHi < 90 MM.PT.CT.

Lyxposuii diabem (L)

1. BunmapkiB nykpoBoro giabety npu remodisii He 3aJlOKyMeH-
TOBAHO, a/le € CIOCTEPEXXeHH, 10 iXHA YacTOTa BUIe y TPYIu
XBOPUX 3 JIerkoio popmoro remodiii [35].

2.V crapilounx XBOpUX, 0COOIMUBO cepefi XBOPYX 3 HAAMIPHOIO
Baroxw, CJIifl IOPiYHO NEPEBIPATH PiBHI ITIIOKO3M.

3. SIKmo moxa3aHo NiKyBaHHA iHCYTiHOM, TO MOXHa 6e3
yCKIagHeHb KpOBOTed poGuTy miguKipHi in’ekuii. (Pisens 5) [24]

T'inepxonecmepumnemis

1. ITomivyeHo, wo cepefHi piBHI XONECTEPUHY Y XBOPUX
Ha reMoiTiio HYKYi, HDX y peluTu HaceneHHs [36].

2.Y crapilodux XBOPUX 3 PUSUKOM CePLEBO-CYIMHHOTO 3a-
XBOPIOBaHHA CJIifi BUMipIOBaTy piBHI X0/lecTepuHy (3arajabHul
xXojecTepuH, yactku xonecrepuny JIIIBIII i xonecrepuny JIITHIII).

3. fIxmo piBHi XOnecTepuHy BUCOKi, TO CHIifi MpU3HA4YaTU
MiKyBaHHA. fIK IPaBU/IO, CIiBBiJHOLIEHH 3arajIbHOIO XOJIeCTe-
puny no xonectepuny JITIBII He Mae 6yTu BUIIM 32 8 ONVHUILLD.

Cepue6o-cyOunHi 3ax60p106anHs

1. Cxoxe, 0 Y XBOPUX Ha reMod)ini}o HU3bKUI PU3UK
CMEPTHOCTI Bijf illIeMiYHOTO CepLEBO-CYAMHHOIO 3aXBOPIOBAHHS,
IIpoTe Ki/lbKicTb cMepTeit Bif Ljiei mpuunHm 3poctae [34,37,38].

2. IlomiveHO MOXUIMBUII 3B’SI30K MiX BUIIagKaMM iHapKTy
MioKappa Ta IoNepeHbOIO iH EKIII€I0 KOHIIEHTpaTiB (akTopa 3rop-
TaHHA KpoBi [39,40].

3. XBopi Ha reMoQi/Iiio 3 cepleBo-CyAUHHUM 3aXBOPIOBAHHAM
MalOTb OTPMMYBATy 3BMYAMHMIL JOIJIAL i TiKyBaHHA 3 afjallTalli€lo
B0 KOXKHOI OKpeMoi cUTyallii Ipy KOHCYIbTallil 3 KapAionorom
[41,42].

4. IIlpn rocTpoMy KOpPOHapHOMY CUMHJIPOMI, 1[0 BUMAarae
mipmkipHoOTo KopoHapHoro BTpy4aHH: (ITKB):

» ITepen ITKB i uepes 48 rogun micnsa IIKB morpi6Ha agek-
BaTHa KOPEKIIid 3a JOOMOTo10 KOHIIeHTPaTiB (paKTOpa 3rop-
tanHA. (PiBens 4) [40,41,43]

= JI51 TOTrO, 11106 MIONIEPENVTY YTBOPEHH A OK/IIO31/THIX Tp0M6iB,
BICOKMX piBHIB (akTopa cif yHukaru. Iif 9ac moBHoi kopekuii:

= [emapuH c/if 3aCTOCOBYBAaTH BiiMOBiZHO 10 CTAaHAAPTHUX
MIPOTOKOJIIB JIiIKyBaHHS KapAi0/I0riYHOTO 3aXBOPIOBAHHA.

= [Tpu ITKB 3i cTeHTyBaHHAM MOXKHa 3aCTOCOBYBATH iHIi6iTOpU
raikonpoteiny IIb/IIIa (abuykcumab, TupodidaHn).

= JIK10 Ije TeXHIYHO MOXKXIIMBO, TO JOCTYI Yepe3 IPOMEHEBY
apTepiro Kpauuii 3a ZOCTYN Yepe3 CTETHOBY apTepiro. Ile Mmakcu-
MaJbHO CKOPOTHTD 304epeBHi a60 maxoBi kpoBoreyi. (PiBeHs 4)
[40, 41, 43]

» IIpoTATOM yChOro Iepiofly 3aCTOCyBaHHsA HOABIJIHOI
aHTUTpOMOOLMTAPHOI Tepailii, 3a3BUYall IPOTATOM ABOX TIKHIB,
CTifi BBOAUTY KOHIEHTPATH (PaKTOpa 3TOPTAHHSA, HAMATalo4NCh
DOTpUMYBaTuCA MiHiManbHUX piBHIB 30 MO/nn [41].

= [Ipu TsXKilt reModinii TpuBame BUKOPUCTAHHA acCIipUHY
He PeKOMEHJYEThCsA. VI0To 3acTOCyBaHHA Y XBOPUX, IO OTPUMYIOTh
PeryIApHY iIHTeHCUBHY IPOiTaKTUKY, MOXIMBE, X04a HasABHUX
IAHUX HEJOCTATHBO [41].

Hcuxocouianvruii ennue

1. Y crapioounx XBOpUX IPUCYTHICTb Hapanisywo4oi 60mogoi
apTpomnaTii Mo)ke HeTaTMBHO BIZIMBATH Ha AKIiCTb XUTTA Ta MpU-
3BOJVTH JO BTPATH HE3a/IeXKHOCTI [44].

2. XBOpi MOXXYTb IIOCTaBaTy II€PeJ] HECIIO/liBAHMMM €MOL[ITHUMU
mpobreMaMu Yepe3 HeraTMBHI CIIOTajy, MOBs3aHi 3 reModiniero
(Taki SK rocmiraisalis) mijg 4ac iXHbOI MOJIOIOCTI.

3. [I/14 mOMIMIIeHH SIKOCTI JKUTTA Ta 30epeskeHH A He3a/Ie)KHOCTI
IpPOMOHYEThCA afjalTallia BHoMa a6o Ha poOoTi Ta afileKBaTHUI
rpadik TiKyBaHHA 60O

4. CoujanpHuit IpaliBHUK, MefcecTpa, TiKap Ta/abo HCUXoaor
3 reModhiii HOBMHHI HalaBaT! aKTMBHY ICUXONIOTTYHY MiATPUMKY.

2.8. XBopo6a ¢oH Bimne6panpga i pigkicHi 3axBoproBaHHS KPOBi

1. BOT npuitmae Ha cebe 3060B’13aHHS 3abe3medyBaTu
HiTPUMKY XBOPUM, IXHIM CIM’SIM i TPAaKTUKYI0YMM JIKapsM 3 Ipu-
BOJY CIIaIKOBUX 3aXBOPIOBaHb KPOBI Ta TIIKyBaHH: 6araTbOX TAKIX
XBOPUX B LIeHTpax TiKyBaHHA reModiii.

2. Metoro 11poro noci6Hmka € nikyBanus remodinii. HemonasHi
ny6mikanii, B AKX 06TOBOPIOIOTHCA NMPUHIUIN AiaTHOCTUKY
Ta TiKyBaHHA XBopobu ¢oH Binnebpanna (XDB) i piaxicui 3axBo-
PIOBaHH:A KPOBI, BKIIOYAIOTh B cebe:

= JlikyBaHHs XxBopobu ¢oH Binnebpanma: kepiBHUILTBO Bif
Acouianii nikapiB BpuTaHCbKUX LeHTPIB 3 TiKyBaHHA reMOQimii:
Temodinis 2004; 10 (3): 218.231.

» JliarHOCTMKa, OLiHKa Ta JNiKyBaHHA XBopoOu ¢GoH
Binne6bpanpa. Ily6nikauia Ne 08-5832 MiHicTepcTBa 0XOpOHU
3gopoB’ i conianbuux cayx6 CIIA, Hanionanssoro IncTuryTy
cep1, /ereHb i kposi Ta HarionanbHoro InctutyTy 3nopos’s CIIA
(HI3), rpynens 2007 p. www.nhlbi.nih.gov

= XBopoba ¢on Bimnebpanna: Bcrymuuit mociOHMK A miKapsa
nepioi Megu4noi gonomoru. [esin Jlinnikpan i Ilayma [Ixeiimc,
BcecsitHsa ¢enepanis remodinii. MoHorpadist 3 miKyBaHHSA
remodinii Ne 47, civenn 2009 p. www.wth.org

= Pigxicui 3axBoprooBanHs kpoBi, ®. [TeiiBanai, P. Kaydman,
0. Cenircon Ta inmi, Femodinisa 2006 nunenn; 12 JlonoBHeHe
BUmaHHA: 137-42.

= PifxicHi nopymenHs sropranHA Kposi. [layna bonton Merrc,
Bcecsitaa ®@epepanis [emodinii, JlikyBanusa remodinii Ne 39,
kBiTenb 2006 p. www.wth.org
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3. TABOPATOPHA JIATHOCTUKA

1. Ins Toro, mo6 XBOpMit OTPMMYBaB BiNOBifjHe TiKyBaHHA,
Ba)K/IMBUI IPaBUIbHMIA [jiarHO3. Pi3Hi mOpylLIeHHS 3TOpTaHHSA
KPOBi MOXXYTb MAaTH! JyXe CXOXi CUMITOMMU.

2. ToyHuit miarHO3 MO>XHa IOCTABAUTYU TiTbKM Ha OCHOBI
BCeOIUHNX I TOUHMX MabopaTopHUX aHaMi3iB. BiH 3amexxuts Bif
TOTO, YU CYBOPO Nab0paTopis [OTPUMYEThCA IPOTOKOIB i Ipo-
Leayp, AKi BUMaraxorhb:

= 3HaHb i JOCBiAy B IpOBeleHH] 1Ta60paTOPHOTO BUIIPOOYBAHHA
Koarynauii;

= BUKOPUCTAaHH BIINIOBITHOrO 06/IaJHAHHA Ta PEaKTUBIB;

= 3a6e3IeYeHH A AKOCTI.

3. Bu moxeTe 3HailTU fleTalnbHy iHQOpPMaLil0 IPO TeXHIYHI
aCIIeKTH Ta NEBHi IHCTPYKILii I/ CKPMHIHTOBMX TECTiB i aHa/Mi3y
¢axropiB y Buganomy BOT nmocibuuky «Jiaznocmuxa eemodinii
ma iHuux 3axeoprosans kposi: Jlabopamopruii nocibnux, opyze
sudannus» [1].

3.1. 3HaHHA Ta JOCBifJ B IpOBefeHHi Ta00PaTOPHOTro BIUIPO-
OGyBaHHA Koarymamii

IIpunyunu diaznocmuxu

1. Po3yminHa KkniHiYHNX 03HaK remodinii i mpaBuabHOCTI
KIIiHI9HOTO J[iarHO3Y.

2. BukopucrtaHHA CKpPMHIiHTOBMX Te€CTiB /14 BU3HAYE€HHA
MOTEHIIiIHUX NMPUYUH KPOBOTeY, HANPUKIIAJ, NiApaxyHOK
KinpkocTi TpoM6boLUTiB, TpuBanicTh KpoBoTedi (TK) B oxpe-
MUX CUTYyallifX Ta iHIIi CKPMHIHTOBi TecTy QYHKI[IOHATBHOCTI
TpoMbouuTiB, mpoTpoMbinoBuit yac (ITTY) i akTMBOBaHMIT YaCT-
KoBuit TpoMbonTacTuHoBuMit yac (AYTY).

3. IlinTBepKeHHA iaTHO3y LIIAXOM aHa/Ii3y paKTopa Ta iHImNX
BiJIMOBiJHMX CIelliaTbHUX IOCTi/I>KEHb.

Texniuni acnexmu

ITiozomosxa x60po20 00 3a60py npobu Kposi

1. Tlepex 3a60poM KpoBi Ha BU3HAaUYeHHA MOX/IMBYX IIOPYIIECHb
3rOpTaHH: KPOBIi 3a3BMYAll HEMA€E MOTPeby B yTPUMaHHI Bif mpu-
oMy 1Xi, X04a 3aliBUI1 BMICT JIilifiB B II71a3Mi KPOBi MOXXe HeTa-
TUBHO BiIOMTICA Ha pe3y/IbTaTaX, Ofep>KyBaHUX Ha aBTOMATU30-
BaHMX aHa/Ii3aTOpaX.

2. XBopi MOBMHHI YHMKATH NTiKapChKUX 3ac00iB, AKi MOXYTb
BINIMHYTY Ha PE3Yy/NbTaTU TECTY, TAKUX AK aCHipUH, AKUIT MOXKe
CIJIBHO BIUIMHYTY Ha QYHKI[IOHYBaHHA TPOMOOLMUTIB i MOTOBXUTH
9Jac/IpUIMHEHHA KPOBOTeYi.

3. besnocepeiHbO Nepe]] BEHITYHKIEI0 XBOPUM CJIiJ] YHUKATU
iHTeHCUBHUX (Qi3UYHMX BIIPAB.

4. SIK1o XBOPUIL 3a3HA€ OCOOIMBOTO CTPeCy Yepes MpoLeAypH
3abopy 3paskiB kpoBi, To piBHi pakropa FVIII i pakropa ¢pon
Binne6panna MOXXyTb 6yTH TMUMYAcOBO HiBUILEHI.

Bsamma spasxis kposi

1. 3pasku KpoBi cif 36MpaTy 3TifHO 3i CTAHAAPTHUMY METO-
OUYIHUMU BKasiBKaMu [2].

2. 3pasku 6axaHo 36uparyu mobau3y maboparopii, mwob 3abes-
MeYUTHU iXHe MIBUAKE TPAHCIIOPTYBaHHSA.

3. 3pasky HOTPIOHO BUIPOOYBATH IPOTATOM YOTHPbOX TOAMH
3 MOMEHTY 360py.

4. PesynbTaTu TeCTiB MOXYTb 3MiHIOBATUCH 3a/IEXKHO Biff
yMoB 36epiranus npo6. [Tigsuieni remmeparypu (> 25 °C) Mo-
XYTb 3 4aCOM IIPU3BECTH IO BTPATU aKTUBHOCTI dpakTopa FVIII,
B TOIl 4ac sk 30epiraHHs y xonogi (2-8 °C) Bege 50 X0/1050BOI
axtusanii. ToMy 3pasku cnif 36epiratu mpu TeMmepaTtypi Mix
20 °C ta 25 °C, SIKIIO 1le MOXXJINBO, aJie LIOHAlbi/Iblle MPOTAroM
YOTUPHOX TOJMH.

5. BeHenyHKIisf Mae 6yTU 4MCTOI0, IpUIOMY Ipoba Mae
Bim6MpaTuCsa IPOTATOM OfHi€l XBU/IMHY Iic/IA BCTAHOBICHHSA
IXXT'yTa 6e3 TPUBAJIOrO 3aCTOI0 KPOBi B BEHaX.

6. KpoB cniz 3abupatit B IIacCTMacoBMI WITpuL abo cucteMu
Bif6opy mpob KpoBi, 10 MICTATh BaKyyM. [0/Ika MOBMHHA 6yTH
19-21 xanibpy ana gopocnux i 22-23 xanibpy Ana ManeHbKUX
miteit. Binbip nmpo6 yepes nepudepnuHi BeHO3Hi KaTeTepu abo
HeremapuHi3oBaHI IleHTpa/NbHI BEHO3HI KaTeTepyu MOXe 6yTu
YCIIUIHUM A7t 6araThOX TECTiB FeMOCTA3Yy.

7. Ing Bunpo6yBaHb 3TOPTAHHA KPOBi C/IiJi yHUKATU B3ATTA
po6 KpOBi 3 TOCTIITHOTO KaTeTepa.

8. CIIifl TaKOX YHMKATH CIiHIOBaHHA Ipo6 kposi. HaityacTime
OyBae KOPMCHO yTU/Ii3yBaTy HepIi 2 M1 B3ATOI KPOBI.

9. IIpobu crip 36uparu B HUTpaTHi HpoOipKM, 10 MICTATH Bif
0,105 z0 0,109 Momb (3.2%) BOZHOTO PO3UMHY TPUHATPINIIUTPATy
OUTifpaTy, MiATPUMYIOUM CHiBBiZHOIIEHHA KPOBi ;O UTpaTy
9:1. fIxwo mpobipka MicTuTb MeHuIe 80% HeobXifHOrO 06CATY,
Ile MO)XXe HeraTMBHO BiAOUTICS Ha pe3yiabTaTaX. bimbur Bucoki
KOHIleHTpauii 3,8% TpuHATpiiiuTpaTy OiNblle He peKOMEHJY-
I0ThCH.

10. IBupKe Ta MpaBuU/IbHE NEPEMIllyBaHHA 3 PO3YMHOM LIM-
TpaTy C1ifi pOOUTH LUIAXOM 06ePeXXHOr0 IepeBepTaHHA IPOOIPKIL.

11. ko mpoby KpoBi HEMOXKIUBO 0OPOOUTH IPOTATOM YO-
TUPbOX TOMH 3 MOMEHTY 300Dy, TO 36ifHeHy TpoMboLUTAMY
I/Ta3My MOXKHA 3aMOpo3uTH IIpy Temmepatypi —30 °C Ta 36epiratu
IPOTSTOM JIeKi/IbKOX TVOKHIB, ab0 [10 mecTy MICsIiB, 3a yMOBHU
3b6epiranna npu Temmeparypi -70 °C [3]. 36epiranns mpu
temneparypi —20 °C sasBuyali HeJOCTaTHHO.

12. 3amopoxxeHi Ipo6U MaIOTh MIBUAKO BiATAHYTH IPOTALOM
YOTUPbOX-IIATU XBIWINH IIpK Temueparypi 37 °C, o6 yHUKHYTH
YTBOPEHH:A KPiONpeluIIiTaTy.

ITidzomosxa 36i0nenoi mpomboyumamu nnazmu (3T11)

1. 3TII cnim roTyBaTH 3rifiHO 3i CTAHAAPTHUMU METOLUKAMIL.
(CLSI 2008a)

2. 3TII roTy10Tb HeHTpUYTYBAHHAM IPOOU PO3MIpPOM LIOHAI-
menie 1700 r, npunaiimMHi nporarom 10 XBUIKMH Ipu KiMHATHi
TeMIeparypi (To6To He B 3aMOPOXKEHOMY BUTIAAL).

3. Mo mposepenHs Bunpo6ysanb 3TII moxxHa 36epiratu mpu
KiMHaTHii Temneparypi (20 °C-25 °C).

4. IInasmy, sika reMosi3oBaHa mif 4ac 360py Ta 06pobxu,
aHaji3yBaTM He MOXKHA.

Busnauenns xinyesozo emany 320pmanHa KPosi

1. ¥ 6aratbox nabopaTopisgx Telep € CBOTO poAy HamiB-
aBTOMATM30BaHi ab0 Li/IKOM aBTOMaTU30BaHi aHa/Ii3aTOPHU 3rOp-
TaHHA. TouHe BM3HAUYeHHA KiH1[€BOTO €Taly 3STOPTaHHA 3 BUKO-
PUCTAaHHAM PyYHUX METOJIB BMMarae 3Ha4HOIO JNOCBifly, 0co-
0/11BO AKIIO Yac 3TOPTaHHA 361/IbIIeHO 260 AKIIO KOHIIEHTpallis
¢bibporeny HM3bKa, a 3TYCTOK KPOBI PifKuil i TOHKMIL.

2.Tlip gac cnocTepe)xeHH: IIPY PyYHOMY TeCTyBaHHI IpobipKy
CJLifl 37€TKA HAXWIATU O KyTa 90° KOXKHI I'STh CeKYH[, TPU pasi.




3nopop g’ Ykpainu

Mix HaxumaMu Ipo6ipKky HOTPiOGHO 3aHYPIOBATHU Y BOLAHY GaHIO
Temnepatypoio 37 °C.

Crpuninzosi mecmu

1. [Ins CKpMHIHTY XBOPUX 3 IiZl03POI0 Ha MOPYIIEHHS 3T0P-
TaHHA KpoOBi [4] MOXYTb BUKOPMCTOBYBATUCA TaKi TecTn
AK IMipaxyHOK TPOMOOLUTIB, TeCT Ha TpuBamicTh KpoBoTeui (TK),
nporpom6binosuit yac (ITTY) i akTMBOBaHMIT YaCTKOBUIL TPOMbO-
mactuHoBuit yac (AYTY).

2. TecTy Ha TpMBanicTh KpOBOTeYi He BUCTa4ya€ YYTAMBOCTI
Ta cneumbquOCTi, a, TaKOXX, 3aJIeXKHO BiJf TEXHiKM 10TO BU-
KOHAHHA, BiH MOXe nmpussecTy fo noxubok. Tomy 6axaHo
HpOBOAUTH iHII TecTH GYHKIIOHATBHOCTI TPOMOOLUMTIB, Taki
AK arperaToMeTpis TpOMOOUNTIB, e TaKUiT TeCT JOCTYIHMUIL
[5,6].

TABINIA 3-1: IHTEPIIPETAIIISI CKPMHIHI'OBUX TECTIB

JIabopaTopHUIT KOHTPOJIb KOHLIEHTPATiB (paKTOpa 3rOpTaHHSA
MOXX/IMBUI IUIAXOM BYMIpPIOBaHHS PiBHIB (pakTOpa 3ropTaHHs;
o i micnst ingysil.

Binbi ynosinbHeHe, Hixk 04iKyBanocs, HOBEPHEHHA IO HOPMM Ta/
a60 3HIDKEHMI! [Iepiof] HaNiBBUBECHH: BBeIEHOTO(AKTOPa 3STOPTaHHS
MOXYTb Oy TI PaHHIMM IOTIepeKeHHAMY PO HASABHICTD iHMi6ITOpIB.

» J[7151 IepeBipKu AKOCTi KpiompenuIiTary.

J718 KOHTPO/IIO AKOCTI Ipenapary B KpionpenuIIiTaTi KOpMCHO
nepeBipsATH KOHLeHTpanio dpakropa FVIIL

2. QeHOTUIIHMM TeCTaM He BUCTAaYa€e Yy TIMBOCTI Ta CLeLM(IYHOCT],
w06 BUABUTY HOCIIB. [Jesxi o6/1iraTHi HOCIi MOXKYTb MaTI HOpMa/IbHe
cuiBBigHomrenus pakropis FVIIL: C/VWEF: Ag. TeHoTumHi Tectn €
OUIBLI TOYHMMY METOIAMY BUAB/ICHH I HOCIIB  TOMY peKOMEHYI0TbCAL.

3. Ognocryninyacti ananisu, mwo 6asyworscs Ha AUTY, €
Haif6i/IpII 4acTO BUKOPUCTOBYBAHUMM MeTofaMMu. Baskiusi raxi
0COOIMBOCTI IIOTO aHATI3Y:

MOXJIMBMM AIATHO3 nTy AUTY*
3aXxBOPIOBAHHS HEMAE HopmanbHun Hopmanbhun
Temodinis A abo B** Hopmanbhuit 36inbwenni™
XPB HopmanbHui HOPMGMHMEEFO
36inbweHnM
JOedekrt Tpombouurtis HopmanbHun HopmanbHun

TK

HopmansHa

HopmanbHa

HopmanbHa abo
36inbweHa

HopmanbHa abo
36inbweHa

PIBEHb TPOMBOLMUTIB

HopmanbHui

HopmanbHui

Hopmanbhui abo
3HUXKEHMM

Hopmanbhui abo
3HUXKEHUM

* Pesympraty BuMipioBanb A4TY cuIbHO 3a/exxars Bif maboparop-
HOTO METOJY, BUKOPUCTOBYBAHOTO /I aHali3y.

** Ta X caMa cXeMa MOXKe MaT Miciie B mpucyTHOCTI akTopis FXI,
FXII, 6omesacnokiii/nByX IpemnapariB a6o fedilnTy BUCOKOMOMEKY-
JIAPHOTO KiHiHOTEHY.

3. Ha ocHOBI pe3ynbTaTiB 11X TECTiB MOYKHA YaCTKOBO BCTaHO-
BUTU KaTeropii MopyLIeHHs KPOBi Ta 3aCTOCOBYBATH iX B AKOCTI
KepiBHMI[TBA [/Is MOJAAbINX aHaisiB (guB. Tabnuuio 3-1
HIDKYE).

4. I1i CKpMHIHTOBi TECTM MOXXYTb He BUABUTY BiJXV1/IEHHS Y XBO-
pux 3 erkuMu GpopMaMy HOPYLIEHH: 3TOPTaHHA KPOBI, a TAKOX
nmesiki gedekTu GyHKI[IOHATBHOCTI TPOMOOLNTIB, AediuT pakTopa
FXIII i raki pigkicHi gedextn ¢ibpuHOMi3y, AKi MOXYTb O6yTH
HOB’fI3aHi 3 TeHIEHLIIMU KPOBOTEY.

Kopueysanvni ananizu

1. KopurysanbHi aHamisu a0 aHani3u MeTORZOM 3MiIlyBaHHA
3 BUKOPUCTaHHAM IyniB HopManbHoi mnasmu (ITHII) gomomo-
XKYTb BUSHAYUTH, Yepes 1110 301/IbIIYEThC:A Yac 3rOPTAHHA — Yepes
medinut paxropa abo Yepes UUPKYIIO0YI aHTUKOATYIAHTH
inri6itopis. KopurysanbHi aHanisu rwasmu 3 gedinnrom daxropis
FVIII/FIX Mo)XHa BUKOPUCTOBYBATHU [/Is BU3HAYeHHA fedinuty
OKpeMMX (aKTOpiB, AKIIO He JOCTYIHUIT aHA/Ii3 HAa BUSHAUCHHS
(baKTOpiB 3rOpTaHHA KPOBi.

Ananis Ha 6U3HAYEHHS PaKMOPA 320PMAHHS KPOBi

1. AHasi3 Ha Bu3HaueHHs (aKTOpa 3TOPTAaHHs KPOBi moTpibeH
B HaCTYIIHUX CUTYalidxX:

= JI/11 BU3HaYeHHA [jiarHO3Y.

= JI/11 KOHTPOJIIO TiIKyBaHHA.

= ¥ mnasmi 3 gepinmrom paxropis FVIII i FIX noBuuHi ninxom
6yu Bigcyrnimu daxropu FVIII i FIX, BifnosinHo, T06TO BoHa
noBuHHa Mictutu < 1 MO/pn i MaTu HopManbHi piBHi iHIINUX
(baKTOpiB 3rOpTaHH.

= PehepenTHy/KanibpyBanbHy NIa3My, IPOMICTIOBO BUTOTOB-
7ieHy ab0 IPUTOTOBaHy Ha MicLii, C/Iiff Ka/mibpyBaTy B MDKHapOJHUX
OAMHMIIAX BUMipy (Hampukiaj, BifIOBiAHO O BifIOBigHOTO
MixHapogHoro crangapry BOO3).

= [In4 mijicHOTO aHaIi3y 6yAe MOTPiOHO, MPUHANIMHI, TPM Pi3sHUX
posunHY pedepeHTHOI I/Ia3MI 1 BUIIPOOYBaIbHOL Ipo6H.

= BUKOpUCTaHHA OJHOTO PO34YMHY BUIIPOOYBa/JIbHOIO 3paska
3HAYHO 3HIDKYE TOYHICTD aHa/li3y Ta MOXKEe IIPU3BECTH IO OTPUMAHHSA
abCOTIOTHO HeTOYHMX Pe3y/IbTATiB Y IPUCYTHOCTI esKMX iHTi6iTOpiB.

= [Tpu aHani3i BUIIpOOyBanbHUX IPOO Bill XBOPUX i3 CEpeHBOIO
Ta TSDKKOIO reMoiTiero Moyke 3HaOOUTHCS OTOBXKeHa ab0 OKpeMa
KanibpyBanbHa KpuBa. [IpocTe HOJOBXKEHHA KanibpyBaabHOI
KPMBOI IUIIXOM eKCTPAMOJIALIT 6e3 aHami3y JOfaTKOBUX PO3UNHIB
KanibpyBanbHOI 1a3M1 HETTPUITHSTHE.

» SIK1[0 /14 KiarHO3y BUKOPUCTOBYETHCA OJHOCTYIiHYACTII
aHasi3, fesAKi XBOpi 3 TeHETUYHO MifTBep/KEeHO reModisieo
A cepeHbOI TAXKKOCTI MOXKYTb MaT HOPMa/lbHY aKTUBHICTb
¢baxtopa FVIII, ane ckopodeHy aKTMBHICTb IIPU XPOMOI'€HHOMY
Ta IBOCTYIiHYaCTOMY aHa/li3i YMHHMKIB 3STOPTAHHA KPOBi. 3BOPOTHE
MOKe TaKOX MaTu Mictie. Ie o3Havae, o 17141 BUABJIEHHA BCiX popM
remodinii A cepegHbOI TSHKKOCTI HeOOXi/{HO Ki/bKa BU/IiB aHATII3iB
¢axropa FVIII [7,8].

Bunpobysanms ineibimopie

1. Ixmo cnocTepiraerbcs s6inpmwenunn AYTY, axkun
He KOPUTYeThCA 1IiIKOM ITPY 3MillyBaHHi 11asmu xsoporo 3 ITHII,
HOTPiOHO Mif03pIoBATY HAABHICTD AKO0iCh popMu iHribiTopa.




KepiBHMUTBO 3 NnikyBaHHs remodinii

2. Haii6inpin yacTo 3ycTpivaioThcsa GyHKI[iOHAIbHI iHTibiTOPK
reMOCTa3y aHTUKOAry/IAHTY BoBuaka (AB), Aki He cupsAMoBaHi
IpOTY OKpeMMX (HaKTOpiB 3SrOPTaHHA i K C/Tif] BUK/IIOUUTHL.

3. Peaynbraru Bunpobysanb AYTY Ha cymilrax BUIpoOyBamIbHOL
Ta HOPMaJ/IbHOI I1a3Mu 6yBae BaXkKKO iHTepIIpeTyBaTH, 0COOIIBO
Jepes Te, L0 Ipy HafibaHiit reModinii MO>Ke CLIOYATKY BifibyBaTucs
noBHe KopuryBanHAa AYTY B mpucyTHOCTI cunbHOTO aHTUTiNA
no dakropa FVIIL

4. Binpmictp iHribitopis ¢axropa FVIII, Aki BUHMKAIOTH
Ha Ti 3aMicHol Tepamii y XBopux Ha reMo@iniio A, IIOKa3yoTh
XapakTepHy KapTuHy: TpuBanicts AYTY cymimi nmasmu xsoporo
i ITHIT cepepus, To6T0 Mixk TpuBazictio AUTY gBox Marepianis,
i momOBXXYyeTbC, AKILO CyMill iHKy6yBaty py TeMmepatypi 37 °C
NIpOTATrOM 1-2 rofguH.

5. IligTBepA)XeHHS TOTO, [0 iHri6iTOp CIPAMOBAHMIT IPOTH
oKpeMoro (akTopa 3TOpTaHH:, BUMAra€e aHaIi3y crenndivHoro
inribiropa.

6. Mopudikauis Hixkmerena pnsa ananisy inribiropa ¢ak-
topa FVIII npononye Bumy cienngivHicTs i 9yTInBicTh, HixK
ocHoBHUIT aHani3 betesma (PiBens 1) [9,10]

7. Mopudikanis BUKOHYETbCA TAKUM YMHOM:

= Haxormuennit ITHII (3a6e3neuye dpaxrop FVIII) mepemiinyiors
3 BUIIPOOYBA/IbHOIO IIa3MOI0 Ta iHKYOyI0Tb pM TeMIeparypi
37°C.

= Uepes fBi roguuy sanumkosuit paxrop FVIII Bumipiororsh
nopiBHAHHAM 3 pakTopom FVIII B KOHTpObHIN cyMiui, 110
cknagaeThes 3 Hakonmdenoro ITHIT i maasmu 3 gedinnurom
¢dakropa FVIII, axy inky6yBanu pasoM i3 BUIpPOOYBanbHO©O
CyMiImio.

= Octatounnit paxrop FVIII mepeTBopoI0Th B OAMHUII
inribiropa, BukopucroBywoun rpadix B HamiBrorapudmivHoMy
Mmacmtabi 3anumkosoro ynHHuKa FVIII npotu ymoBHOrO mo-
3HaueHH iHribiTopa, AKUit 6yAyeTbCA Ha IpUNYIeHHi, 110 100%
samuiuky = 0 Ob/Mr inribiTopa, a 50% = 1,0 OB/Mn (ocTaHHE €
Mi>XHapOJHO y3TO/I>)X€HOK YMOBHOI0 OIMHMIIEIO 111 BUSHAYEHHSA
akTMBHOCTI iHribiTopa, OB = oguuuis beresna).

= K10 aKTUBHICTD 3anuikoBoro ¢axropa FVIII < 25%, mrasmy
XBOPOTO CIIiff Mic/A po3BefileHHA IOBTOPHO IPOTECTYBATH, 1100
YHUKHYTH HeTOOLiHKM cyH iHribiTopa.

» Tutp iHri6iTopa > 0,6 OB/Mi cip mpuiiMaTu AK KIiHIYHO
sHawymit [11].

Keanigixoseanuii nepconan

1. HaBiTp HaimipocTini CKpMHIHTOBi BUIIPOOYBaHH I 3TOPTaHHS
KPOBI CK/IaJiHi 3a CBOEIO IIPUPOJOIO0.

2. Ha60paHT/Tex1—x0n0r, AKUI 3a/IMAa€TbCA KOATY/AILI€I0, TIOBU-
HeH Mary I'6oKe pO3yMiHHA TeCTiB I/ TOTO, 106 OTpUMyBaTH
TOYHi pe3y/nbTaTu.

3.V meAxMx BUIIafIKaX MOXKe OYTU KOPUCHO 3aiiATy TabopaHTa/
TEXHOJIOTa, AKMII IPOJILOB HAaBYaHHA B CIELia/li30BaHOMY LIeHTPi.

3.2. BukopucraHHA IPaBUIbHOTO 00/IaTHAHHA Ta PEaKTHBIB

O6nagHaHHA Ta peaKTUBMU € TOIOBHVMMM iHCTpYMeHTaMMI ¥ 6y/ib-
AKi maboparopii. 111 TOYHOTO 1a6OPaTOPHOrO TeCTyBaHHA
HeoOXiTHO HaCTyIIHe:

Ob6naonanns

1. Bopgsana 6ans Temneparyporo 37 °C £ 0,05 °C.

2. Xopolile yKepesio CBiT/Ia, po3TalioBaHe 6i/s1 BOFAHOI 6aHi fist
TOYHOTO CIIOCTEPEXXEHHA 3 YTBOPEHHAM 3TYCTKIB.

3. CexyHOMIpH.

4. ApromaruyHi minerku (3 pikcoBaHMM 260 3MiHHUM 06’ €MOM),
AKi MOXYTb 3abuparyu TouHo 0,1 M1 0,2 M.

5. Yucri BunpobysanpHi npobipku 3 HatpieBoro ckna (7,5 cM x
1,2 cM) mns BunpobyBaHb Koaryssuii. [le e MOXXIMBO, BTOPUH-
HOTO BUKOPYCTaHHA Oy/b-CK/IAHOIO IOCYAY C/Iifl YHUKATH, AKIIO,
3BMYAJiHO, MOXXHa IIPOJEMOHCTPYBATH, 110 BUKOPUCTOBYBaHMII
IpoLeC He BIUIMBAE Ha pe3ynbraTu TecTiB. [lnactmacosuii mocyn,
BUKOPUCTOBYBaHIII B aHA/Ii3aTOpax KOAryAlii, IOBTOPHO BUKO-
PUCTOBYBaTHU He MOXKHa.

6. Ha cporogHi 3pocrae Ki/IbKicTh HalliBaBTOMAaTMYHMX i I[iTKOM
aBTOMATMYHMX BUMipIoBauiB Koary/anii. ¥ 6araTbox BUIagKax
Iie 00/IaTHAHHA Mae HACTYIIHI epeBariu:

= ToyHiCTb BMMipIOBaHHA KiHIIEBOTO €TaIly 3TOPTaHH:A KPOBI.

= [JoiniueHa TOYHICTh PE3Y/IbTATIB TECTIB.

= MOoX/IMBICTh BUKOHAHHA 6e3/1iui aHali3iB, 1[0 IPYHTYIOTbCA
Ha 3TOpTaHHi KPOBi.

= 3HIDKEHH A IOMMIOK CTIOCTepe)keHH (KiHellb peakiii, Ak mpa-
BUJIO, BUMIPIOETCSA €IEKTPOMEXaHIqHIM a60 GOTOeNeKTpUYHNM
METOIIOM).

» BukopucranHa (OIpo30puUX) NNTACTUKOBUX KIOBETIB
3 HOTICTUPOTY 3aMiCTb CK/IAHUX MPOOIPOK.

7. Bce obnagHaHHS, sKe NOTpebye TEXHIYHOrO 0OCTyTOBYBaHHS,
/il TPMMATY B HAJIKHOMY PO604IOMY CTaHI.

= [Tpy xymiBii o67afHaHHA CIif] Mepef6aunTy Ta 3a6e3mednTn
pecypcu [ peryIApHOTO TeXHIYHOro 06CIyroByBaHH: 06/Iaj-
HaHH# ¢daxiBieM Bif KOMIaHii-BUPOOHNMKA.

= [limeTKy C/if HepeBipATH Ha TOYHICTb IOCTAYaHHS MPOOM/
PEaKTUBY.

= BopsHi 6aHi, XOTOAMIBHIKM Ta MOPOSU/IKM MAIOTh ITPOXOZUTI
perynsApHi nepeBipkyu Ha IpaBUIbHICTb TeMIIEPaTyPH.

8. 3a yMOBM JOTpUMAaHHS HaJIeXXHOI TaOOPaTOPHOI IPAKTUKU
XOpOIlli pe3y/IbTaTi MOXXHA OTPUMATH, BUKOPUCTOBYIOYM OCHOBHE
obmapHanHs. [1i HaBMYKM MOXKHA HOTIM ajaliTyBaTy KO Oi/mbIn
aBTOMaTM30BaHOI TEXHOJIOTI].

Bubip xoazynomempis

1. bararo aHanmisaTopiB KoarynAnii NocTa4a0TbCA Yy BUTTAAL
KOMIIJIEKTY, AAKMI BK/IIOYa€ BUMIipIOBa/IbHMII IpUIaf i peakTus,
IpM IIbOMY 001/[Ba KOMIIOHEHTY MOXYTb BIUIMBATH Ha KiHIIeBi pe-
aynbratu. Lleit ¢pakr moTpibHO BpaxoByBaTU IpM OLiHII Ta Bu6Opi
cucremu. [HIII BaXK/IMBI MUTaHHA, AKi TOTPi6GHO BpaXoByBaTH:

= TUIIN TECTiB, K HEOOXITHO BUKOHATH, pO6OYe HaBaHTaXKEHHS,
a TAaKOXX IOC/IiJOBHICTD omepalilt B maboparopii;

= onepaniitHi BMMornu (eHepris, mpoctip, BONIOTICTb, TeMIepa-
Typa, TOWIO);

= BYIMOTY [0 TeX00CTyTOBYBaHHA Ta pearyBaHH:A Ha IIOIOMKY;

= IPOIYCKHA 3[aTHICTD i Habip aHami3iB;

= BUTPATH;

= MOX/IMBICTb KOMOiHYBaHHA 3 peaKTUBaMU Bif IHIIUX
BUPOOHUKIB;

® iHIIi IpOrpaMoBaHi aHali3W;

= OPiBHAHHICTH pe3ynbTaTiB, OTPMMAaHMUX HAa OCHOBHOMY
aHasisaTopi, 3 0yAb-IKMMH iHIIMMY pPe3epBHUMM METORAMY;

= cymicHicTb 3 Ipobipkamu A 3ab6opy npob Kposi i KoHTell-
HepaMu J1A 30epiraHH: I1a3Mu, BUKOPUCTOBYBAaHMIMIU Ha MicIii;

= oniHKa TexHiku Oesmeku (MexaHiduHOI, eeKTPUYHOI,
Mikpo6ionoriyHoi);

= HASIBHICTD BiJITTOBiJTHOTO HaBYaHHSI.

2. Ins uporo morpibHa HaABHicTH iHpopMmauii mpo
eKcrayaraniini xapakrepuctuku cucrem. Ili gani MoxHa
OTPMMATH 3 Pi3HUX JKepel, BKII0Yaouy OMyO/IiKoBaHy JIiTepaTypy




Ta JaHi 3aBOJy-BUPOOHNMKA, KPIM LIbOTO MOXKe 3HaJOOUTIICA [IeBHA
¢dopma MicrieBoi ojiHKu. AcrieKTH, K C/Iif; BpaXOBYyBaTu:

® TOYHICTb TeCTY 3 BiiXnIeHHsAM <3% Bif KoedinienTa Bapiarii
IJ1 CKpMHIHTOBMX TeCTiB i <5% /14 aHani3iB (1)aKTOpiB;

= BapTiCTb MaitOyTHIX pobiT;

= inTepdepyroui pedoBUHY;

= cTabiNbHICT peaKTUBiB Ha 60PTOBOMY aHasIi3aTOPI;

= CYMICHICTb 3 iHIIMMM METOflaMI;

= igenTudikaris mpobu;

= 06po6Ka JaHUX, KOMITI0TepHi IPOrpaMM i KOHTPONIb AKOCTI;

= HeoOXifjHe HABYAHHS;

= HATifHIiCTb.

3. Onuc oniHKyM aHani3aTOpiB KoarynAuii MicTUTbCA B pAfi
ony6/mikOBaHMX IHCTPYKIIiif Ta pekoMeHganiit [12,13].

Peaxmusu

1. [TpakTuKa mOKa3ye [OLinbpHICTh 3abe3medeHHs 6es-
HePepBHOCTI IIOCTaBOK 0OPAHOr0 peaKTUBY i IpUJiNeHH yBaru
6esmepebiiiHOCTI MOCTAaBOK HmapTiit Ta TpUBANOCTi TepMiHiB
36epiraHH:A. 1Iboro Mo>KHa JOMOITHCS, IIOMPOCKBILY OCTAYA/Ib-
HMKa 110 MOX/IMBOCTI 3abe3IedyBaTy 1ab60paTOpilo OfHAKOBUMU
IapTisIMM PEaKTUBIB.

2. Ilepexin Ha iHIIe [)Kepelo MaTepialiB He PEKOMEHYEThCH,
3a BUHATKOM BUIIA[IKiB, KONM BUHUKAIOTDb MIPO6IeMI 3 TOCTa4YaH-
HAM 260 OTPUMAHHAM CYMHIBHUX pe3ynbTaTiB aHamisis. [Hmi
MapKM MOXYTb MaTi abCONMIOTHO Pi3HY 4yTAUBICTH, 1 TOMY iX
He MOXXHa BUKODUCTOBYBATy OJJHOYACHO.

3. Heo6xifgHO KOTpMMYBATHUCS IHCTPYKLil, SIKi JOAAIOTHCA
10 peaKTUBiB.

4. Oco6nuBy yBary cif IpupinaTu cTabinbHOCTI peaKTUBY.
ITicis BiZHOBIEHHS a60 BifTaBaHHsI PeaKTUBY A/ JOOOBOTO BU-
KOPMUCTAHH, IOTEHLI/IHO, I0r0 AKIiCTh MOXKE 3 YACOM 3HIDKYBaTUCS
3aJIe)KHO Bijl yMOB 30epiraHH:A Ta BUKOPUCTaHHA.

5. Ilicns npuiHATTA pilleHHA PO IPOBEIeHHA BifllOBiZHUX
TecTiB i peakTUBIB 6y10 6 iZeanbHO BU3HAYUTU HOPMAIbHI/
pedepenTHi fianasoHy Ta 060B’A3KOBO BpaXxyBaTU YMOBHU, fAKi
BUKOPUCTOBYIOTbCA Ha MicLi.

3.3. 3a6e3meyeHH AKOCTI

1. 3abesneuenHs sikocti (34]) - e y3aranpbHOOYNI TEPMiH,
BUKOPUCTOBYBAHMUIA [I/IA ONUCY BCiX 3aXOfiB, W0 BXMBAKTHCSA
14 3a0e3ledeHHs HaLiMHOCTI }Ia60paT0pHI/IX TeCTiB i 3BiTiB
Ipo HUX.

2. 341 0XOIIIOE BCi aCMeKTH MpOLecy AiarHOCTUKY Bifi 3a60py,
HiATOTOBKM Ta aHa/i3y Ipo6 i BHYTPIUIHDOrO KOHTPOMIO AKOCTI,
10 CK/Ia[JaHHA 3BiTY IIPO Pe3y/IbTaTy Ta JOBENEHH JIOTO [0 JTiKaps.

3. Yci, XT0 6€pyTb y4acTb B IIbOMY IIpOLieci, BiAMOBifal0Th
3a MPaBU/IbHICTh BUKOHAHHA IPOLEAYP.

Buympiwmniii konmponv saxocmi (BKK)

1. BKK BUKOPUCTOBYETbCA [/ TOTO, 0O BCTAHOBUTH, YU
BMKOHYETbCA Cepid MeTOJiB i mponesyp 04HOMaHITHO IPOTATOM
IIEBHOTO TIepPiofy Yacy.

2. 3axoniB BKK BXuBarmTh s TOro, 106 3a06e3meunTu mo-
CTAaTHIO HAfiiHICTh pe3yIbTaTiB 1a00PATOPHNUX HOCTi>KeHb
AN NIPUAHATTA KAiHIYHOTO pilleHHA, KOHTPOII Tepamii
Ta IialHOCTUKY T€MOCTaTUYHUX BiIXU/IEHb.

3. BKK 0c0o6/111B0 KOpUCHMIL i1 BUSHAYEHH CTYIEeH s TOYHOCTI
OKPEMOr0 METOLY.

4. [Ina CKpUMHIHTOBUX TECTiB T€MOCTa3y C/Iifi PEryIApHO BK/IIO-
4aTy IPOOM HOPMa/IbHOI I/Ia3MU Ta IIa3MU 3 BifXUTEHHAMM.

3 ycima maprisgmu TecTiB HOTpi6H0 BKJIIOYATH, II[OHAVIMEHIIIE, OVH
piBens mpo6 BKK.

3oeniwns ouyinxa axocmi (304)

1. s mepeBipkn epextuBHOCTi cuctem BKK, Bukopucrosy-
BaHMUX Ha MICLji, Tab0OpaTOpiAM HACTIIIHO PeKOMEHAYETbCA OpaTu
y4acTb y mporpaMi 30BHiHboI oninkn Axocri (I13041).

2. 11304 ponomarae BU3HAYUTHU CTYIiHb BilMOBiJHOCTI MiX pe-
3y/IbTaTaMy, OTPMMAHIMU JAHOIO TabOpaTOpi€lo, i pe3yIbTaTaMu
iHmmx mabopaTopiit.

3. Y4acTp y Takiii mporpami jonoMarae SMillHUTK JOBIpy Mix
nabopaTopi€ro Ta Ii KOPUCTyBaYaAMMU.

4. Mi>xHapopiHa mporpama 30BHiIHbOI oniHkM AKocTi (IEQAS)
BcecBiTHBOI OpraHizanii 0OXOpOHHU 340POB’ CTBOPEHa CIeljia/IbHO
[/ 3a[IOBOJICHH A TOTPel LeHTPiB 3 JIiKyBaHHA reMOdiii B ycboMy
cBiti. I mporpama BK/IIOYA€ aHa/Ii3M 3 ialrHOCTUKY Ta KOHTPOJIIO
kposored. [Togpo6ui i€l mporpamu, sfiKa Ipauioe ciinbHo 3 bpu-
TaHCHKOIO HaI[iOHAJIbHOIO cny>1<6010 30BHIIIHBOI OLIIHKU SKOCTi
TecTiB 3 KoarynAwil kposi B Hedddingi, AHITiA, MOXXHA OTpUMATH
B BOTI [14].

5. Kpim Toro, icHyIoTh iHIITi iepkaBHi Ta Mi>kKHapofiHi IporpamMu
OLIiHKU SIKOCTi.

6. Ins Toro, mo6 1a6opaTopisa MoOIna JOCATTY BUCOKOTO PiBHA
Haflil{HOCT] pe3y/nbTaTiB i ycmiiHo 6paTy yyacts y mporpami 304,
BOHa IIOBMHHA MaTH JOCTYTI 1O BiiINOBiIHNX PeaKTUBIB i METONVK,
i BiATIOBifHY KiNbKiCTb KBaTi(hiKOBAHOTO IIEPCOHATTY.
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4.TEMOCTATNYHI 3ACOBMA

4.1. Kounenrparn ¢akTopa 3ropTaHHA

1. Jna nikyBaHHA remo¢inii Ta iHIMUX mopymeHs 3rop-
TaHHA KPOBi, IO mepeganThca cnagkoBo, BOT nHacTifino
PeKOMeHIye BUKOPUCTAHHA BipyCHO-iHAaKTMBOBaHUX
HOXigHMX mrIasMu a6o peKOMOIHAHTHUX KOHIEHTpPATiB
3aMicTh Kpionmpenuniraty abo cBi>k03aMOpoO>KeHOT ITa3Mu.
(PiBens 5) [1,2]

2. Buuepnuuit JoBiZHMK OLiHKM KOHIIEHTpPATiB (aKTOpiB
3rOpTaHHA KpoBi, ony6nikoBanuit BOI, posriagae 4MHHUKI,
AKI BIVIMBAIOTh Ha AKICTb, Oe3IeKy, NilleH3yBaHHA Ta OLIHKY
HOXiJHUX IPOAYKTIB IIasMU i BaXKIUBI IPUHLUIN Bigbopy
BiAMOBIZHMX Ipemnaparis [ MiKyBaHHs remodinii [2].

3. BOT rtakox my6mikye Ta perynispHo oHOBIIOE PeecTp
KOHILIEHTpATiB (aKTOpiB 3TOpTaHHA KPOBI, B AKOMY Iepepa-
XOBYIOTbCA BCi iCHYI0Yi B JaHUII 9ac IpenapaTy i faHi npo ix
BUPOOHUKIB [3].

4. BOT He Hapae mepeBary peKoMb6iHaHTaM HaJ KOHI[EHTpa-
TaMM, TOXiAHUMU BijJ MIa3Mu, TOMY BUOIp MiX L{UMU K/IacaMu
IpemnapariB mOTpiOHO pOOGUTH 3TiTHO 3 MiCLIeBMMIU YMOBaMIL.

5. HuHi Bupo6ieHi KOHIIeHTpaTH, IOXifAHI Bif mmasMu, 1o
BUTOTOB/IAIOTLCA Y BifOBinHOCTI 0 cTangapTiB IIpaBut BUpo6-
HUIITBA 1 KOHTPOJIIO AKOCTI MiKapchkux 3aco6is (GMP), maroTsh
3pa3KOBi XapaKTepUCTUKM Oe3leKH, o CTOCYETbCA BipyciB
3 MinigHo0 (KMpoBOW) 060710HKOM, Takux Ak BIJI Ta Bipyc re-
natuty C.

6. Besneka npenaparis € pesy1bTaToOM 3yYCUJIb, 1[0 BXXUBAXTHCA
TI0 JIeKiZTbKOM HaIpAMKaM:

® YIOCKOHAJIHH BiI6OpY HOHOPIB (BUK/IIOYEHH JOHOPIB 3 pU-
3MKOM HOCif);

" YOOCKOHA/IEHHA CKPUHIHTOBMX TECTiB 3[4aHOL JOHOpaMU
KPOBi, BKJIIOYaI04!) TeCTH, 1[0 IPYHTYIOThCA Ha aMmimidikanii
Hyx1eiHoBux kucnot (NAT);

* TUI i KiZIbKiCThb 3aX0fiB, IO BXXMBAIOTbCA B Ipoueci
iHaxkTMBanii ta/a6o mikBifauii Bipycis.

7. IcHye pusux mepefadi MpioHOBMX 3aXBOPIOBAHb depes
noxifHi mpopykTy mnasmu. 3a BifcyTHOCTi HafiliHOTO
CKpUHIHrOBOTO TecTy Ans xBopobu Kpeittudenpara-dxoba
(vCJD) i nepeBipenux MeToniB iHakTuBanii npiony vCJD
Ipy BUTOTOBJIEHHI mpemaparis, Ljs MpobaeMa B JaHMUIT d4ac
BUPILIYETHCA IIAXOM BUK/TIOYEHHA M/Ia3MU BCiX IOHOPIB, ¥ AKUX
€ PU3MK HAasABHOCTI 3aXBOPIOBaHHA. Y Liil cdepi NpoaoBxKYyeE
3’ABJIATHUCA HOBa iHdOpMalis, TOMy 0cob1, 3alydeHi o Ipo-
Lecy IpUIHATTA pillleHHA 100 BUOOPY KOHLEHTPATIB 3rop-
TaHHS KPOBi [/ XBOpUX Ha remodinito, MaloTb 6yTu MOCTIHO
iHpopMoBaHi Ipo HUHIIIHI HAYKOBi peKxoMeHaii.

Bu6ip npenapamy

ITpu Bu6Opi KOHIIEHTpATiB, IOXifHUX Bif MIa3Mu, CIif Bpa-
XOBYBaTU fIK AKICTb I/Ia3MU, TaK i mpolec ii BUTOTOBNEHHA. [IBa
IJMTAHHA 3aCYTOBYIOTh Ha 0COOIMBY yBary:

® YJICTOTA IIPEIapary;

= iHaKTUBAallifA/MiKBifauisa Bipycy.

Yucmoma

1. YncToTa KOHLIEHTPATY O3HAYAE MPOLIEHTHMIT BMICT 6aXkaHOl
cknagoBoi (Hampukiaajg, ¢dakropa FVIII) BifHOCHO iHMIMX
IOPUCYTHIX CK/IaJOBUX.

2. YuiBepcanbHo y3ropxeHoi knacudikaunii npemaparis
Ha OCHOBi IXHbOI YMCTOTH He iCHYE.

3. KoHlleHTpaTy, HasABHI B IPOAaXy, CUIbHO Bilpi3HAIOTbCA
OfIMH BiJl OJHOTO 3a CBOEIO YMCTOTOIO.

4. [lesixi mpemapaTtyt MaloTh BIUCOKY a00 [y>Ke BICOKY YUCTOTY
Ha OJHiNl cTafil BUTOTOB/IEHHS, ajle fali BOHU CTabimi3yoThCsa
anpOyMIHOM, SIKUIT 3HIDKYE IXHIO KiHIeBY yncToTy. KopoTiue Ka-
JKY4H, IPOAYKTU 3 BUCOKOIO YJMCTOTOI0 3a3B1Yail MalOTh HU3bKIII
BUPOOHMYNMIT BUXi/. BifTak i KOHLIEHTPATH JOPOXKUi.

5. KoHIIeHTpaTy 3 HM3bKOIO YUCTOTOK MOXYThb NPU3BECTU
Io anepriynoi peakuii [4,5]. XBopi, IKi HEOZTHOPA30BO BiIUyBAIOTh
Iie IpY BUKOPMUCTAHHI MIeBHOTO IpenapaTy, MOXXYTb OTPUMAaTHI
KODNCTD BiJj BBe[IeHHA aHTUTICTaMiHY 6e3IocepeHbO Mepef BIu-
BaHHAM KOHILIEHTPATy a60 BUKOPUCTAHHA KOHLEHTPATY Oi/bLI
BICOKOI YMCTOTH.

6. Konuentparu ¢axropa FVIII, moxifgHi Bif m1asMmu, MOXYTb
MicTuTH pisHy KinbKicTb paxTopa poH Binnebpanna (PDB). Tomy
AKIO TaKUI KOHIIEHTPAT BUKOPUCTOBYETbCA [/ NiKyBaHHA
XPB [6], BaxxnmuBo BcTaHOBUTY BMicT y ipenapaTi @OB (mnsaxom
BUMIpIOBaHHA aKTUBHOCTI KOaKTOpa PUCTOLIETUHY).

7. Ona mikyBaHHA gedinnuty pakropa FIX, npenapar, axmit
MicTuth mume ¢pakrop FIX, 6yge 6inbm npugaTHuM, Hi>k KOH-
IeHTPaTH NPOTPOMOiHOBOr0 KOMIIEKCY, AKi MOXKYTh TaKOK
MmicTutu iHmi ¢paxropu sropranus, Taki Ak I, VII i X, geaki
3 AKNX MOXYTbh aKTMBYBATICA Mif 9ac BUroTosnenHs. Ilpe-
Tapary, 0 MiCTATh aKTNBOBaHi paKTOPY 3TOPTAHHSA, MOKYTb
NpU3BOAUTH 10 TpoMboeMbonismy (PiBens 2) [7,8]

8. lokasiB IIpo BIIMB YUCTOTH NIpeMapaTiB Ha BipycHY Oe3meky
IpenapaTiB HeMa€, TOMY IS MiKBifalii BipyciB MpofoBXYIOTh
BXXMBATUCA BiITOBiIHI 3aX0/ .

Inaxmueauia/nixeioauis eipycie

1. InakTUBaLig BipyCiB IijJj 9ac BUTOTOB/IEHHS € HAMBAXK/IM-
BIIIMM METOZOM, SIKMIl CIIpusie GesIeli KOHIIEHTPATiB MOXIFHNX
wrasmu [9].

2. Icnye 3pocTaioya TeHAEHIid BIPOBaJ KeHHA JBOX IeBHUX
KPOKiB 3HVDKEHHS NPUCYTHOCTI OKPEMIX BipyCiB y IIpolleci BUTO-
TOBJIEHHA KOHL|EHTPATiB.

= Tepmoo6pobxa 3a3Buyait eeKTUBHA IPOTH IMIUPOKOTO KOJIa
BipyciB 3 ninmigHO0 06010HKOI ab0 Oe3 Hei, Bkmoyawoun BIJI-
indexuito Ta Bipycy remarutis A, B, i C.

= O6pobka posunHHUKaMU/Ae3iHdikyounMu 3acobamu
edexTuBHa npotu Bipycis remarutis B i C ta BII-indexuii, ane
He JIeaKTUBYe Bipycu 6e3 mimifHoi 060/I0HKH, TaKi AK Bipyc rema-
TUTY A.

3. Hesxi Bipycu (Taki Ax mopcpkuii mapsosipyc B19) BigHOCHO
cTiitki Ko 060x mporeciB 06po6ku. JKomeH 3 HMHIMHIX MeTO/iB
He3JaTHMII IeaKTUBYBATU IIPiOHMN.

4. Ilna BupganeHHA BipyCiB Majnoro posMmipy, TaKux
AK NMapBOBipyc, MOXHa BUKOPMCTOBYBAaTH HaHO(y/IbTpa)




3nopop g’ Ykpainu

¢inprpanio, ogHak MeToay QiabTpaLii Ha ChOTOLHI He YCYBAIOTh
pu3MKYy nepepaui Bipycy [10].

5. IIpenapat, BUTOTOB/IEHMII 33 TEXHOJIOTIEIO, B IKY BK/IIOYEH] 1Ba
IIpollecy 100 3HVDKEHHA BipycCy, He C/ifi aBTOMaTUYHO BBaKaTy
KpaluM 3a TOIL, AKMIL OB i aHNUIT JIMIle OFHOMY CIIeliaTbHOMY
Ipollecy iHaKTUBallil Bipycy.

6. IIpy BUKOPMCTAaHHI TEXHOJIOT], [0 BK/II0YA€ JIMIIE OfIMH IIPO-
1Llec iHaKTMBallil, Lieil mpoec 6a>kaHO Mae iHaKTMBYBaTH Bipycu
AK 3 TiIigHOI 060/I0HKOI0, TaK i 6e3 Hel.

Konuenmpamu dpaxmopa FVIII

1. Konuenrparu daxropa FVIII € kpamumu Ans nikyBaHHA
reModinii Tumy A.

2. Bci npenapary, noxifiHi Bif mmasMu, HasABHI Ha CbOTORHI
B NIPOJaXy, HepepaxoBaHi B PeecTpi KoHIleHTpaTiB dakTOpiB
sropraHHA [3], ony6rixoBanomy BOI. [IuBiThcs TOKIAfHIIL OMIC
IpenapaTis y BKIafIi.

JHosysannsa/zacmocysanns

1. ®nakoHN 3 KOHLIEHTPATOM (aKTopa € B HAsABHOCTI 3 ;03aMU
npu6ansHo Bix 250 1o 3000 OfMHUIL Y KOKHOMY.

2. 3a BigcyTHOCTI iHTibiTOpa KO>kHa oguHMIA pakTopa FVIII
Ha KiZTorpaM Maclu Tina, BBefleHa BHYTPillHbOBEHHO, IiIBUIy€
piBenp ¢pakropa FVIII nnasmu npuénusno ua 2 MO/g.
(PiBens 4) [11]

3. Ilepion naniBBuBeneHHs ¢akropa FVIII cranoBUTH npu-
6nu3HO 8-12 roguH.

4. Illo6 po3paxyBaTu K03y, piBeHb (paKTOpa XBOPOTO CIIif
BUMipIOBaTH KOXKHi 15 XxBuinH micns sBegenns. (Pisens 4) [11]

5. [Josa po3paxoBYEThCs LIIAXOM IIOMHOXEHHA Macu XBOPOro
B KinorpaMax Ha 6a)xaHuit IpupicT akTuBHOCTI ¢pakropa B MO/n,
HOMHOXXeHuI1 Ha 0,5.

Hanpuxnao: 50 ke x 40 (MO/0n, 6axanuti npupicm akmusHocmi
paxmopa) x 0,5 = 1000. [Jus. Tabnuyi 0e 6xa3ano npubnU3HUL
piseHv paxkmopa ma mpueanicmv 3amiujeHHs, HeoOXiOHi 075 nes-
H020 MUny KPoBOBUNUBY.

6. ®akrop FVIII cnig BBOAMTM IWAAXOM HOBiIbHOT
BHYTPilTHbOBeHHOI iH(Yy3ii 3i MBUAKicTIO, 1[0 He MepeBUINyE
3 M Ha XBUIMHY 1A fopocnuXx i 100 onHuIG Ha XBUIMHY A1
MalleHbKMX JiTell, a60 AK 3a3HAUYEHO Y TMCTKY-BKIafUIIi Ipe-
napaty (PiBens 5) [12]

7. Hactynui gosu cnmij B igeani rpyHTyBaTu Ha mepiopi
HaniBBuBefieHH:A daxTopa FVIII i Ha moBepHEHHI 0 HOpMM OKpe-
MOT0 XBOPOTO IpY BMKOPUCTaHHI KOHKPETHOTO ITpenapary.

8. Xoua mic/is BITHOBIEHHA 6araTo mpenapaTis MposABIAOTD
TpPUBaIy CTabiIbHICTD, MIC/IA BITHOBIEHHA MpelapaTy Hajikpale
BYKOPUCTOBYBAaTH yBeCh ¢1akoH 3 pakropom FVIIL

9. BesnepepsHa indy3isa gomomarae yHMKHyTH HiKiB i mains,
TOMY JiesIKi BBayKaIoTb 1 HalIKpalyIM i Haif6inbpII 3pyIHNM CIHOCO-
6om BBefenHA. OFHAK 32 XBOPMMY NOTPiOHO YacTo crocTepiraTn
B pasi HefoCTaTHOCTI HarHiTanbHOI GyHKuii cepus. (PiBens 3) [13,14]

10. BesnepepsHa iH(Y3isa MOXXe IPU3BECTU A0 CKOPOUYEHHSA
3arajbHOI Ki/TbKOCTi BUKOPUCTOBYBAHMX KOHIIEHTPATiB (paKTOpiB
3ropTaHHA i Moxe 6yTu 61/l peHTabe/IbHOIO /11 XBOPUX 3 TAXK-
koo remModiiero [15]. OpHak MOPiBHAHHA PeHTa0eTbHOCTI MOXe
3ajIeXXaTy Bifl 103, AKI BUKOPUCTOBYIOTbCA AJA Oe3lepepBHIUX
i mepiognuHuUX cTpyMeHeBuX iH(ysiit [16].

11. Josu mns 6e3nepepBHUX iHDY3ill perymIO0THCA Ha OCHOBI
YacTUX aHaIi3iB pakTopa Ta po3paxyHKy uucToTu. OCKiIbKY
koHueHTpaty ¢akropa FVIII fyxxe Bucokoi unctotu cTabinbHi
B PO3YMHAX [/Is1 BHYTPIIIHbOBEHHNX iH €KIIilt, IPMHAIMHI, IIpO-
TArOM 24-48 TOIMH NpM KiMHATHIN TeMIIepaTypi 3 BTPaTOX MEHIIE

10% edexTHBHOCTI, TO Oe3IepepBHe BANBAHHA MOX/INBE IIPOTATOM
TaKOTo X Nepiofy Jacy.

Konuenmpamu axmopa FIX

1. Konnenrpar ¢akropa FIX e kpauumu fast a1iKyBaHHS
remodinii Tumy B.

2. Bci npemaparu, moXifjHi Bif nasMu, HaABHI Ha CbOTORHI
B IIPOJIaXXy, epepaxoBaHi B PeecTpi KoHIeHTpaTiB daKkTOpiB
sropranHs [3], ony6rikoBanomy BOT. [luBitThcs JOKmIafHMIT OIUC
IpenapaTiB y BKIaA1i.

3. Konnenrparu ¢axropa FIX mopinsoTbcs Ha fBa Knacu:

= Uncri koHneHTparyu gpakropa FIX, ski MoxyTh 6yTH npemnapa-
TaMy, IOXiZHMMM Bif m1asMu, abo peKOM6iHaHTHI/IMI/I.

= Konnenrparu ¢axropa FIX, saki kpiM Toro MicTath daxropu
II, VII, IX i X, TakoX BiloMi K KOHIIEHTPATI IPOTPOMOiHOBOTO
kxommekcy (KIIK), BukopucToByoTbcs pinko.

4. SIKmo e MOXX/INBO, TO A4 TiKyBaHHA TeMoQinii Tumy
B 6akaHO BUKOPUCTOBYBATH YUCTi KOHIeHTpaTH pakTopa FIX
samicts KIIK (PiBens 2) [7,8], 0c0611BO B HACTYTHUX BUIIAIKAX:

= XipypriuHa onepaunis;

® 3aXBOPIOBAHHA IIE€UiHKI;

= TPUBa/a Tepamnid 3 BUKOPUCTAHHAM BUCOKUX J03;

= epeHeceHnt TpoM603 260 BifOMi CXMIBHOCTI 10 TPOMOO03Y;

" CYIYTHE BUKOPUCTAHHS NiKapChbKUX 3ac06iB, sKi Bifomi
AK TaKi, 1o MOTeHLiI{HO IPU3BOAATD O TPOMOO3Y, BK/IIOYAI0UN
aHTUQIOPUHOMITUYHI 3aCO0M.

5. Yucri npenapartu pakropa FIX He HecyTb pu3nKiB pO3BUTKY
TpOM603y a60 AMCceMiHOBAHOTO BHYTPillIHbOCYAHHOTO 3TOPTAHH A
kposi (JIB3), sixi MoxyTb cTatycs npu enukux gosax KIIK.

Josysannsa/zacmocysanns

1. PrrakoHy 3 KOHIleHTpaTaMy (PaKTOpa € B HASIBHOCTI 3 J03aMU
Bif 250 go 2000 ofMHNLb Y KOXKHOMY.

2. 3a BigcyTHOCTI iHTi6iTOpa KOXKHa ommHNLA pakTopa FIX
Ha KiZorpaM Macu Tina, Ka BBOOUTbCA BHYTPilIHbOBEHHO,
nigBuye pisenb ¢paxropa FIX nmasmu npubnnsxo Ha 1 MO/,
(PiBens 4) [11]

3. Ilepion naniBBuBeneHHs ¢axropa FVIII ctanoBuUTH npu-
6mu3Ho 18-24 roguum.

4. IlTo6 migTBepAUTH PO3paxoBaHy K03y, piBeHb pakTopa FIX
XBOPOTO Cifi BUMipIOBaTH KOXHi 15 XBWINH Mic/IsA BBe€HHA.
(PiBens 4) [11]

5. PexombinaHT Hinpenapan ¢axropa FIX (rFIX) 3abesmeuy-
10Th Oi/TbLI MOBiTbHE OAYXXAHHS, HIX HperapaTy, MOXifHI Bif
IIa3MU KPOBI, BHACTIOK TOTO, 1[0 KO>KHa ofguHuist ¢akropa FIX
Ha KijlorpaM Bary Tina 6y/e migBuiyBary akTUBHICTb akTopa FIX
HpI/I6}II/I3HO Ha 0,8 ME/nny popocnux i 0,7 MO/pn y miteit y Bini go 15
poxkis. [Ipnyuna noBinbHOrO ofy>xaHHs Bif rFIX noku MoBHiCTIO
He sicHa [17].

6. To3a po3paxoByeTbCA LIIAXOM IOMHOXEHHS Baru XBOporo
B KijlorpaMax Ha 0a>kaHuit piBeHb pakTopa.

Hanpukiaz: 50 kr x 40 (MO/m1. 6a>kanoro piBHs) = 2000 opu-
Hu1b pakropa FIX, moxigHoro Bif mnasmu. [l po3paxyHKy dax-
topa rFIX, fosyBauns nosuune 6ytn 2000 + 0,8 (a6o 2000 x 1,25)
= 2500 opgyHMLb A1st gopocnux i 2000 + 0,7 (a6o 2000 x 1,43) =
2860 opmuuLb A giteit. [Tus. Tabnui, ge BKasaHO nprOIU3HMII
piBeHb (akTopa i TpUBaMiCTb 3aMillleHHs, HeOOXiTHI /s HeBHUX
TUIIiB KPOBOBUIMBH.

7. Konuentpar ¢axropa FIX cmif BBORUTHU MITAXOM IOBINbHOL
BHYTPILIHbOBEHHOI iH€KIIiT 31 WIBMAKICTIO, 1110 He TepeBUILYE 3
MJI Ha XBMIMHY 14 fopocnuX i 100 ofMHNIb Ha XBUIMHY [
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MaJIeHbKIX JiiTelt, a00 K 3a3Ha4eHO y IMCTKY-BK/IAANIII IIpenapary
(PiBens 5) [12].

8. KIIK npu BUKOpHUCTaHHi 3a3BMYail BBOAATLCA B JiBa pasu
noBiNnbHile. [IMB. iHCTPYKLii y TUMCTKY-BKIaAMIIi Ipenapary.
(PiBenb 2) [18]

9. Ounieni koHLeHTpaTU pakTopa FIX MO>KHa TaKO>X BBOZUTI
HUIAXOM Oe3tepepBHOi iHQYsii (K i KoHIeHTpaTu pakTopa FVIII).

10. IIpu BBepeHHi KoHueHTpaTiBpakTopa FIX y xBopux
3 inribiTopamu ¢axropa FIX MoXyTb BUHMKATH anepriuni
peaxil. JI7A TaKMX XBOPUX MOXe 3HaTOOUTICA BUKOPUCTAHHSA
rigpokoptu3ony [19]. Ilepexin Ha KOHIIeHTPAT HaKTOpa 3STOPTAHHS
iHIIOI MapKM MOXKe iHOJ(i TOJIET U TH CUMIITOMI.

4.2. Inmi npogyKTu niasmu

1. BOT' nigTpuMye nepeBa’kHe BUKOPUCTAHHA KOHILIEHTpATiB
¢bakTOpa 3ropTaHHA 3aMiCTh KpUoIpeLuIiTaTa abo CBiX03aMOpo-
»ceHoi mrasmu (C3II) 3 oriAny Ha 3aHETIOKOEHHSA 3 IIPUBOJY 1X AKOCTI
Ta 6e3nexu. OgHax BOI B13Hae peanbHICTb i TOII BaKT, 1[0 BOHN
[0 CMX TIip BUKOPYMCTOBYIOTbCS B KpaiHaXx, e BOHU € €IMHMMU Ha-
SABHUMM Ta JOCTYITHUMU BapiaHTamu nikyBaHHA. (PiBens 5) [1,2]

2. Kpionpenunirar i C3II He migmaoTbca mpouegypam
inakTuBauii BipyciB (Takum K TepMoobpobka abo oO6pobKa
posurHHMKaMu/fesindikyounmu 3acobamn), Mo MPU3BOLUTH
[0 IifIBUIIEHHA PUSUKY IIepefladi BipyCHUX IIATOT€HiB, AKMIT MOXe
OyTU 3HaYHO BUIIMM IIPY HEOHOPA30BUX BBefeHHAX [1].

3. Jlnsa MaKCMMaZIbHOTO 3HVDKEHH:A pU3MKY Ilepefadi BipycCHUX
IIaTOreHiB MOXKHA 3pOOUTH IeBHi KPOKY, B TOMY YMCIIi:

» KapaHTuH masmu o THUX mip, HOKY TOHOP He 6yfe mpoTe-
CTOBaHUIT a00 HAaBIiTb IOBTOPHO MPOTECTOBAHMII Ha HASIBHICTD
antutin go BUI indexuii, rematuty C i aBcTpaniiicbkuit aHTHU-
reH (HBsAg) - mpakTuka, Ky Ba>KKO BIIPOBaJUTU B KpaiHaXx,
e IIpONOpIIii JOHOPIB, AKi HIOBTOPHO 3[al0Th KPOB, HU3bKi.

» TecTy, 3acHOBaHi Ha ammidikanii HyKIeIHOBUX KUCIOT
(NAT) pnsa BusABNeHHA BipyciB — TEXHO/OTifA, KA MOTEHLiNHO
Mae 6iiplire BiJHOIIEHHS 1O BUTOTOBJIEHH S KPiOpeLumiTaTy, HiX
[0 KOHIIEHTpATiB aKTOpa, OCKiNIbKY OCTaHHI Miffal0TbhCsA IPO-
1ecaM BipycHol iHakTuBanii [20].

4. Aneprivni peakuii HajfyacTille 3ycTpi4alOTbCA MiCaA BIU-
BaHHA KpioIpenumirary, Hi>k KOHIleHTpaTy [21].

Ceincosamoponcena nnasma (C3II)

1. Ockinbku C3II MicTuTh yci pakTOpU 3ropTaHHA,
BUKOPUCTOBYIOTD [/ TiKyBaHHA AedinnuTy GakTopis sTOpTaHHA.

2. lna nikyBanusa remodinii rumy A samicrs C3II 6axano
BUKOPHUCTOBYBaTu Kpionpenumirar. (PiBens 4) [22]

3. Yepe3 3aHENOKOEHHA 3 NPUBOAY Oe3meKM Ta AKOCTi
C3II ii BUKOPUCTAaHHA He PEKOMEHAYEThCA, AKIIO IIbOTO
MoxHa yHukHyTu (PiBens 4) [23]. Ongnak, ockinpku C3II
i KpiocynepHaTaHTHa muasMa MictaATh FIX, ix MoxHa BUKOpH-
CTOBYBATU AJLs TiKyBaHHA reModinii B y xpaiHax, ki He MOXYTb
co6i ZO3BOMUTU BUKOPUCTAHHSA KOHLeHTpaTiB daxropa FIX,
MOXigHUX Bif mmasmu.

4. K10 € MOXIMUBICTD BUKOPUCTOBYBATU AKich Gopmu
06pobKM A1 3HMLIEHHA BipyciB B makeTax 3 C3II (Bkmova-
1044 06p06Ky pO3YMHHMKaMM/fe3iHPikylounmMu 3acobamn),
TO PeKOMEHAYETbCA BUKOPUCTOBYBATH 06po6eHi makeTn. OgHaK
06po6Ka A 3HUIEHHA BIpyciB MOXKe BINIMHYTK Ha (akTOopn
sropranHs. [llupokomacmTabHa MifTOTOBKA HMyN1y IIa3MIU,
06pob6neHoi po3unHHMKaMu/fe3inikyounmu 3acobamu, mo-
Kasasa, o IPU bOMY 3HUXYETHCSA IPONMOPLiA HAMOIMbIINX
mynbruMepid OB [24,25].

Hosysanns/sacmocysanus

1. OpuH MininiTp cBi>kosaMoOpoKeHOi mnasMu MicTuTh 1 ofu-
HMIII0 aKTUBHOCTI paKTopa.

2. Tinbku 3 C3I1 3a3Bu4ait BaxkKo gocArTy piBHiB akropa FVIII
sue 30 MO/n.

3. PiBuiB ¢akropa FIX Buie 25 MO/nn gocsirtu Baxko. Ilpn-
MHATHA CTapTOBa fo3a 15-20 mi/kr. (PiBens 4) [22]

Kpionpeyunimam

1. Kpionpeuumnirar roTyoTh I/IAXOM IOBiTLHOTO BifTABaHHA
cBixosamopoxeHoi mnasmu (C3II) mpu Temneparypi 4 °C npo-
taAroMm 10-24 rogun. BoHa cTae HEPO3YMHHUM NPEUUITITATOM
i Bigginsgersca neHTpudyrowo.

2. KpiompernymitaT MicTuTb 3Ha4HY KinbKicTb axTopa FVIII
(mpubmmsuo 3-5 MJO/nn), DB, dibpunoreny i pakropa FXIII,
azne He Mictuth daxropis FIX a6o FXI. OTpumaHmit IPOFYKT, 1110
CIIZIMBa€ Ha OBEPXHIO, HA3MBAEThCA KPiOCyNepHaTaHTHOIO I/Ia3-
MOI0 Ta MiCTUTb iHIIi pakTOpu sropTanHs, Taki Ak VII, IX, X i XL

3. 3 ornAxy Ha 3aHEeNMOKOEHHA I0A0 Oe3mexky Ta AKOCTi
Kpionmpenumnirary, iforo BUKOPUCTAaHHA NPHU TiKyBaHHi BpoOf-
JKeHUX NOpYIIeHb 3STOPTAaHHA KPOBi He pEeKOMEHAYEThCA, i MOXe
OyTH BULIPABIAHO TiTBKMU B CUTYaLisX, KO HEMA€ B HAABHOCTI
KOHIleHTpaTiB ¢akropis sropraHH (Pisens 4) [1,22,26]

4. Xo4a TyT JA€TbCS OMUC APiGHOMACIITAGHOTO BUPOOHNUIITBA
BipyCHO-iHaKTMBOBaHOIO Kpionmpeyumirary, My He BIEBHEHI
B TOMY, 1[0 BiH Ma€ IeBHi mepeBaru, 3 TOUYKM 30py 3aranbHOI
BipycHoi Oesmexu abo LjiHM, Ha/l BEMMKOMACIITaOHM BUPOOHUIIT-
BOM KOHIIEHTPATiB, 110 BUTOTOB/AITHCA TPAAULIITHMMY METOIAMI
[27].

Hosysanns/sacmocysanus

1. Josa Kpionpeyumitary, BUTOTOB/IEHOTO 3 OfiHi€l OgMHMIL
C3II (200-250 m), moxxe micTutu 70-80 oguuuub pakropa FVIII
B 06ca3i 30-40 M.

4.3. Inwi papmakonoriui 3acobm

1. KpiM 3Bu4aiiHuX KOHIEHTpaTiB GaKTOpiB 3rOPTaHHS iHIII
3ac00M MOXYTb OyTU [y>Ke HIHHUMM B 3HAUHOMY PAAI BUIAJKIB.
Bonu BK/I109a10Th:

= IeCMOIIPECHH

= TPaHEKCaMOBY KUCTIOTY

= €TICM/IOH aMiHOKaIIPOHOBY KMCIIOTY

Hecmonpecun (DDAVP)

1. Jlecmonpecun (1-gesamino-8-D-apriniH-Ba3ompecuH, TaKoX
Bigomuit Ax DDAVP) € cMuHTeTMYHUM aHa/lIOTOM Ba3ONpPeCUHY,
axuit nigBuiye pisHi ¢paxropis FVIIL i @DB [28] y mnasmi.

2. DDAVP moxe 6yTu Kpauum g1 TiKyBaHHSA XBOPHX 3 JIer-
KIM 260 cepegHiM CTYIeHAMY TKKOCTi reMoinii Tumy A, Komu
dakTop FVIII MoxHa migBUIUTHU KO BiZMOBiTHOTO Tepames-
TUYHOTO PiBHA, OCKiTbKM NPU IHOMY MO)KHA YHUKHYTH BM-
TPAT i MOTeHiifHNX He6e3NeK BUKOPUCTAHHA KOHIEHTPATiB
¢daxropis sropranns (Piseus 3) [28,29]

3. lecMOIIpeCcCHH He 6nnueae Ha pieui pakmopa FIX i He Mae
IiHHOCTI A/ miKyBaHH:A remodinii Tumy B.

4. lo TepaneBTMYHOTO BUKOPUCTAHHA CITifi HEPeBipUTH peaKiiro
KO>XHOTO XBOPOT0, OCKiTbKM peaKnil OKpeMux ocié cuabHO
BifpisHAITbCA. Peaknia Ha iHTpaHasanIbHUII leCMONIPeCHH
CWIBHO Bapiloe i ToMy MeH1I repe6avyBaHa. (PiBens 3) [28,29]

5. DDAVP oco61nBo KopucHuii Ais TikyBaHHA 260 momepe-
I>KeHHs KPOBOTeY y HOCiiB remodinii. (PiBens 3) [30]




3nopop g’ Ykpainu

6. Xoua DDAVP He 3apeecTpoBaHmil A1 3aCTOCYBaHHA Mif
4yac BariTHOCTi, € JOKa3M, 10 Ji0ro Mo>KHa 6e31eYHO BUKOPH-
CTOBYBATH Mif Yac MOIOTiB Ta y MicIAMONOTr0OBMIi epiof mpu
HOpManbHiit BarirHocTi. VIoro 3acTocyBaHHS ClTil yHUKATH TIpH
npeeKIaMICii Ta eKIaMIcii yepes B:ke BUcCOKuil pieHp OPB.
(PiBens 3) [31,32]

7. OueBupHi nepesaru DDAVP Hap npoaykTaMu mmasmu —
1ie 6i/1bII HIM3bKA IiHa Ta BIACYTHICTD OyAb-SKMX PUSKKIB epefadi
BipycHuX iHeKiil.

8. DDAVP Moxxe 6yTy1 KOPUCHUM [/ KOHTPOJIIO KPOBOTEY i CKO-
POYeHH: TPUBAIOCTI KPOBOTEY, OB A3aHMUX 3 IIOPYLICHHAMH Te-
MOCTa3y, BKII0Yal04y fiesAKi BpOf)KeHi HOpyLIeHH TPOMOOLNTIB.

9. Pimennsa npo sukopucranaa DDAVP mae rpynryBaTtucs
AK Ha BUXiHUX KoHLeHTpauiax ¢akropa FVIIL, gocaruyromy
IpUPOCTi, TaK i HeOOXifHOMY Yaci MiKyBaHHA.

JHosysannsa/zacmocysanns

1. Xoua fecMoIpecuH y Oi/IbIIOCT] XBOPUX BBOLUTHCA MIAIIKIPHO,
JI0r0 TaKOX MOXKHA BBOZUTHU LIIAXOM BHYTPILIHbOBeHHOI 1H}y3il
a60 y BUTTIAAI HOCOBOTO cIpest. Bax1Bo 06paTu mpaBUIbHUI
Ipenapar leCMOIIPECHHY, OCKiZIbKM IeAKi IpenapaTyl 3 HUSbKMMHU
T03aM¥ BUKOPUCTOBYIOTLCA J/IA iHIINX MeVYHMX Lifet.

2. BigmoBigHuit mpenapaT BKIOYAE B cebe:

= 4 MKI/MJI (MiKporpaM Ha MJI) [i/1s BHYTPilIHbOBEHHOTO 3a-
CTOCYBaHHS;

= 15 MKI/MJI i/ BHYTPilllHbOBEHHOTO Ta Mif[IIKipHOTO 3acTO-
CYBaHHS;

= 150 MKT Ha BUMIpsAHY J03Y /i1l HOCOBOTO CITpes.

3. Mo>xHa o4iKyBaTH, 10 0ogHa f03a 0,3 MKI/KT MacH Tina, o
BBOAUTHCA BHYTPIIIHBOBEHHO a060 Iij MKipy, NigBUMIIUTH
piBens ¢pakropa FVIII Bix Tppox Ao mectn pasis. (PiBens 4)
[28,33]

4. JIng BHYTpillIHbOBEeHHOT0 BUKOpucTaHHA DDAVP 3asBuyait
PO3YMHAIOTH, IpUHaMHI, Y 50-100 M (i3ionoridHOro conbo-
BOTO PO3YMHY i BBOAATD y BUIIAMlL IOBiIbHOI BHYTPIiIIHbOBEHHOI
indysii mporarom 20-30 XBUINH.

5. IlikoBa peakuis crocTepiraeTbcsa npubnusHo depes 60 XBu-
JIMH T/ BBeIeHH BHYTPilTHPOBEHHO a60 MiJMIKipHO.

6. HeogHopasoBe Bukopuctanisa DDAVP 3 HeBenukumu
iHTepBamaMy MPOTATOM AEKilTbKOX JHiB MOXe NPU3BECTHU
0 3HIDKeHHA peakuii (Taxidimakcis). Komn morpi6Hi 6inpi
BMCOKi piBHi ¢paKTOpa IPOTATOM TPMBAIOTO YaCy, MOKYTb 3Ha-
mo6urucs kouuenrparu ¢paxropis. (PiBens 3) [34]

7. lIBupiKe BBEJIEHHA MO>Ke IIPU3BECTU /IO TaXiKapAii, rinepemii,
TPeMTiHHA Ta AUCKOM(OPTY B 00/1aCTi 4epeBHOI IOPOXKHUHM.

8. JopocnuM manieHTaM BHOPCKYBAaTM IO OXHiN m03i
iHTpaHa3anpHOro cupero mo 1,5 Mr/mMn B KOKHY Hisgpo. [Insa
XBOPNX 3 Macolo Tina MeH1Ie 40 KT JOCTaTHHO OFHi€l 7031 B OTHY
Hispgpo. (PiBens 4) [35,36]

9. Xo4a HOCTyIHi iHTpaHa3a/bHi Ipelapary, AeAKi XBOpi BBa-
XKAIOTh iX CKIafHUMM Y BUKOPUCTAHHI, TOMY BOHI MOXYTb OyTH
MeHLII epeKTUBHMMM, HiXK KO IIpenapaTy BBOAVINCS MifUIKIPHO.

10. Y pesynbTari NpoTHCE4OriHHOI AKTUBHOCTi MOXXYTh BH-
HUKaTH Npo061eM i3 3aTpMMKOI0 piguHy Ta rinoHaTpiemis. Ilpn
BBeJICHHI HEOTHOPa30BUX 103 CIiffi BUMipATU OCMONANBHICTD
mrasMu a6o KoHIeHTpani Hatpito. (Pisens 4) [28,37]

11. ¥V 6inpmocti gopocamux rimoHatpieMis sasBuuai
He 3yCTpidaeThCA.

12. Yepes sarpumky pigunu DDVAP crig o6epesxHO BUKO-
PUCTOBYBaTH y MalleHbKMX fAiTell. Bin mpoTunoxasanmii giram
MOJIOANIIE FBOX POKiB, AKi MOKXYTh OYyTH 0CO6MMBO CXMIbHI

[0 PM3MKY HamajiB Ha TIi HAGPAKY MO3Ky Yepe3 3aTPUMKY
pimunu. (PiBens 4) [38,39]

13. ITicna pmuBanHA DDAVP 6ynu Bunmagku rpoM603y (BKiro-
varoun inpapkT Miokappa). Voro ciig o6epe;xHO BUKOPHCTO-
BYBaTH XBOPUM TPoM6030M B aHAMHe3i Ta 3 pU3NKOM CepIieBo-
cynuHHOTO 3axBoproBanHi. (PiBens 4) [33]

Tpanexcamosa Kucnoma

1. TpanekcamoBa KMUC/IOTa € aHTU(IOPUHOMITUKOM, AKMUI LITIKOM
YIOBINBHIOE aKTVBALIiI0 II/TA3MIHOTeHY 3 pOPMYBaHHAM IIa3MiHY.

2. BoHa cnpuse cTabinbHOCTI 3TyCTKy Ta KOPMCHA A/A
HoIoMiXHOI Tepamii mpy reModinii Ta iHIINX IOPYIIEHHAX 3TOP-
TaHHA KpoBi [40].

3. PerynapHe mikyBaHHA TilbKM TPAaHEKCAMOBOIO KIICTIOTOIO
/I MOoNepeKeHb reMapTposis mpu reMmodinii miHHOCTI He Mae.
(PiBens 4) [40]

4. OgHak BOHA I[iHHA 11 KOHTPOII0O KPOBOTeY Ha IIKipi
Ta MOBEPXHAX CIN30BUX 000T0HOK (HAPUKIAZK, PpOTOBOI,
HOCOBOI KpoBOTeYui, MeHOparii). (PiBens 2) [41-43]

5. TpaHekcaMoBa KMCIOTAa 0COOIMBO HiHHA NmpH
CTOMATONOTiYHIIX OIlepalifAX i MOKe BUKOPUCTOBYBATHCA /171 KOH-
TPOTIO KPOBOTeYi B HOPOXKHIHI POTA, OB A3aHOI 3 IPOPi3yBaHHAM
a6o BunaganHaM 3y0is. (PiBens 4) [42,44]

Josysanns/zacmocysanns

1. TpaHekcaMOBa KICZIOTA 3a3BUYAll 3aCTOCOBYETHCS Y BopMmi
Tab/1eTKM BiJi TPHOX /10 YOTUPHOX PasiB Ha oOy. [i MoXKHa Takox
BBOJVTH LIISIXOM BHYTPillIHbOBeHHMMOI iHQY3Ii Bif ABOX 0 TPbOX
pasiB Ha 06y, KpiM TOTO BOHA TAKO)X HasABHA y BUILAAI PIIVHY I/
IIOJIOCKaHHSA POTa.

2. lInyHKOBO-KUIIKOBI po3nagu (HygoTa, 6a0BaHHS abo
Hiapest) piffko MOXKXYTb MaTu Miclie y BUIJLAAI T0b6idHOTO edexTy,
ajie TaKi CUMIITOMM 3a3BMYali 3HUMKAIOTD IIPU 3HIOKEHH] mosu. [Ipu
OCKi/IbKM IIBUJIKE BBEJE€HHA MOXKe IPU3BECTH 10 3aIIaMOPOYEHHA
Ta TiIOTOHII.

3. Ins meniaTpM4YHOTO BUKOPUCTAHHS € MiKapcbki Gpopmu
y BUrnAfi cupony. ko Takoi Hemae, TO A1A HOBEPXHEBOTO BU-
KOPUCTAaHHSA IPU KPOBOTei IOMIKOKEHUX CIIM30BUX 00OTOHOK
MOXXHa PO3TOBKTH TabIeTKy Ta PO3YMHUTY Ii B UMCTiil BOAL.

4. TpanexkcaMoBa KIC/IOTa 3a3BMYali IPU3HAYAETHCA HA CiM [HiB
mics BUaneHHs 3yba i monepeyKeHHs MicnsionepariitHol
KpOBOTeYI.

5. TpaHekcaMoBa KMC/IOTa BUBOJAUTLCA HUPKAMM, TOMY IIpU
nopyuerHi GpyHKuii HMPOK F03y HEOOXiFHO 3BMEHIINTH, 00 YHUK-
HYTU HAKOIIMYEHHSA TOKCUHIB.

6. BukopucmanHsa mpanekcamosoi KUCI0mu npomunokasamno
014 NiKY8AHHA eemamypii, OCKiZIbKM 1i BUKOPUCTAaHHSA MOXe IIO-
InepefuTH PO3YMHEHHS 3TYCTKiB KPOBi B CEY0BO/IaX, IPU3BO-
ASAYU KO Cepito3HOI 0OCTPYKTUBHOI ypomarii Ta MoTeHLiiHO
10 HeOOOPOTHOI BTpaTy HUPKOBOI PyHKIIT.

7. Takox 11i KM MPOTUIIOKA3aHi IPU XipyprivHuX onepanisax
Ha TPYAHIN KIiTLi, e 1i BUKOPUCTaHHA MOXX€ IPU3BECTU [0 He-
PO3YMHHUX F€MaTOM.

8. TpanekcaMOBY KICTOTY MOKHA 3aCTOCOBYBaTH Y BUITLAN
MOHOTepamnii a60 pa3oM 3i CTAHJAPTHIMM F03aMU KOHIIEHTPATiB
¢daxkropis sropranns (Pisens 4) [45]

9. TpanekcaMOBY KMCIOTy He MOKHA 3aCTOCOBYBAaTH y XBO-
pux 3 gedpinurom dakropa FIX, AKi oTpUMYIOTh KOHI[EHTpATU
NpOTPoMOiHOBOTO KOMIITIEKCY, OCKiIBKM Iie IIOCUINUTD PU3MK
TpomGoembornii. (PiBens 5) [46]
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10. Axmo mepexb6avaeTrbca HeoOXimHicTh MiKyBaHHA
o6oMa mpemaparaMu, TO peKOMEHAY€ETbCH, 106 Biff Yacy BBe-
meHHs ocTaHHbOI Ko3u AKIIK (akTMBOBaHOT0 KOHIIEHTpPATY
MpOTPOMOiHOBOTO KOMIITIEKCY) i 3aCTOCYBaHHA TPAaHEKCAMOBOL
KJICTOTY MUHYIIO, IpNHaiiMHui, 12 rogun. (PiBens 5) [46]

11. Ha BigMmiHy Big niboro, TpoM60eM60/1i3M MEHII BipOTigHIIL,
KON A1 MOCUIEHHSA IeMOCTa3y TpaHeKCaMOBa KMCIOTa
BUKOPHCTOBYEThCS pasoM 3 pakropom rFVIla (PiBens 4) [47]

Aminoxanponosa kucnoma

1. AminokampoHoBa kucnora (EACA) nopi6Ha 5o TpaHekcaMoBoi
KIC/IOTH, ajie BOHa BUKOPUCTOBYETbCA He TaK LIMPOKO, OCKIIbKI
BOHA Mae O1/IbII KOPOTKUIL Iepiof; HalliBBUBEEHH 3 IIa3MI, KpiM
TOTO, BOHA MEHII aKTUBHA Ta 6inblI ToOKcUyHa [40].

Josysanns/zacmocysanns

1. EACA 3a3B14aif 3aCTOCOBYETbCA Y JOPOCIMUX IIEPOPATILHO 260
BHYTPILIHbOBEHHO KOXHI YOTHPY 49U LICTb TORUH [0 FOOOBOTO
MaKCUMyMYy 24 1/5o6y i1 FOpocioro.

2. IcHye TakoxX Ipemnapat y BUIIAAL CUPOIY 3 103010 250 MI/MIL.

3. TunoBe ycknafiHeHHA — Ile ITYHKOBO-KMIIKOBi po3maznu;
9aCTO [JOIOMATAE 3HIKEHHSA JO3M.

4. PigkicHoIo mo6iuHO0 peakilieo € Miomaris, sika 30KpeMa
CIIOCTEpIraeTbcs B 3B3KY 3 Tepalli€lo aMiHOKAaIIPOHOBOIO KIIC-
70TOI0 (ajle He MPY BMKOPUCTaHHI TPaHEKCAaMOBOI KUC/IOTH), IO
3a3BMYAN TPAIIAETbCA IIC/IA BBEJEHH BUCOKMX J[03 IIPOTATOM
NeKiIbKOX TUXKHIB.

5. Miomarig yacto 60/109a Ta MOBA3aHA 3 MiJBUILEHUMU
PiBHAMM KpeaTMHKiHa3y i HaBiTb Miormo6iHypi€lo.

6. IToBHe 3HMKHEHHS MpobIeMM MOXHa OYiKyBaTy Ipu
NPUIMHEHH] TiKyBaHHSA UM IIPEIIapaTOM.
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5. TIKYBAHHA CIIEHVIOIYHUX KPOBOTEY

1. KpoBoreui y xBopux Ha reMo(iniio 3ycTpidaloTbcs B pisHUX
Mmicusax (aus. 1-2 i 1-3), §1s1 KOXXHOTO 3 SIKMX HOTpibHe IeBHe
MKyBaHHS.

2. 3asBuyail, B pasi 3HaYHOI BHYTPilIHbOI KpOBOTeYi, C/Iif
HepeBipATH Ta KOPUTYBATU piBeHb reMOrno6iHY, IOKY IIaHY-
I0ThCA 1HINI 3aX0fu. 3aX0ay reMOAMHaMi4HOl cTabimbHOCTI, TaKi
AK KOHTPOJIb IY/IBCY Ta KPOBAHOTO TUCKY, C/Iif, BXXMBATH 32 I1O-
Ka3aHHAMU.

5.1. KpoBoBunus y cyrno6 (remaprpos)

1. KpoBoBMINB y CYI7I06 BU3HAYAETHCA AK €mMi3of, AKUI
XapaKTepU3yEThCA IIBUAKOK BTPATOK aMIIITY[gu PyXiB
B NOPiBHAHHI 3 BUXiIHOI0 TOYKOIO, [0 MOB’A3YETbCA 3 OYAb-
AKMM MOETHAHHAM HACTYIHMX CKIafOBUX: 60/ i He3BMYaTHOTO
Bif4yTTA B CyI/I00i, IPOLIYNy€eThCA HAOPAK 1 HarpiBaHHA MIKipH
Hap cyrnobom [1].

2. IToyaTOK KPOBOBM/IUBY B CYITIO6aX 4aCTO OMUCYETHCA XBO-
PMMHU SK IOKOMIOBAHHA Ta CTUCHEHH:A BcepenuHi cyrmoba. I
«aypa» nepejye NosABi KIiHiYHUX O3HAK.

3. PanHiMM KIiHIYHMME O3HaKaMJ KPOBOBUIUBY B CYII00 €
Bif4yTTS TeIUIa HaJ Li€10 30HOM i iuckoMopT Mmif 9ac pyxy, oco-
6711BO Ha KiHIIeBMX TOYKAX aMILTITY M.

4. T1i3Hi CMMIITOMU Ta O3HAKM BK/TIOYAIOTH O1/Ib y CTaHi CIIOKOIO,
HaOpsAK, Yy TIUBICTD Ta HA/I3BUYAIHY BTPATy PyX/IMBOCTI.

5. BroprHHa KpoBOTe4a BU3HAYAETHCA AK MOTipIIEHHA CTaHy IPU
NiKyBaHHi, 60 IPOTATOM 72 TORMH IC/IsA 3yIUMHKY TiKyBaHHA [1].

6. YpaxceHnit cyrno6 — 1e cyrno6, y IKOMy TPaIIsAlTbCA TPU
Ta Oi/Ibllle CIOHTAHHUX KPOBOTEYi IPOTATOM 6 HACTYIIHUX OfUH
32 OJTHUM MIiCAIIiB.

7. Ilic/a KpOBOBU/IMBY B CYI/IO0 3iTHYTe MOIOXKEHH:A 3a3BUYail
€ HaOIbLI 3pyYHNM, TOMY OyAb-AKi CIIpO6Y 3MIHUTH i€ TIOIO-
KeHH 3aBJAI0Tb OJA/IbLIOr0 60IIO.

8. SIK1j0 XBOpMII HAMAraeThCs MOMEPERUTH PYX, & CYIrI06
3[IA€TDBCSA «3aMeP3/IIM», BiIOyBa€TbCsA BTOPMHHIIT MSI30BUIL CIIa3M.

9. MeTo10 IiKyBaHHA TOCTPOro reMapTposa € 3yI1MHKa KPOBO-
BIIMBY B HaifKoporuIi TepMinu. BaxcaHo e 3pobuty, Bigpasy x
Iic/IA TOTO, IK XBOPUII BifUy€e «aypy», HixX Mic/1s1 BUHMKHEHHA
ABHOTO HabPsKY Ta 6071I0.

10. ITpoBecTu KiHiuHy OLIiHKY XBOpoOTo. 3a3BMYail, peHTTeH
Ta y/IbTPa3BYKOBeE OCTi/I>)KEHH: He TI0Ka3aHi.

11. BBecTu BignOBifHYy 103y KOHIIEHTPATY A/ MigBUICHHA
piBHs paxTOpa y xBoporo 3anexHo Bix curyanii (Pisens 2) [2-5]

12. BusHaveHHs1, nepepaxoBaHi B Tabmuii 5-1, peKOMEHAYIOTbCS
[/1 OLIiHKY peaKuii Ha TiKyBaHHA TOCTPOTo reMapTposa [1].

13. [Jatu BKa3iBKM XBOpPOMY YHUKAaTH HOCIiHHA Ba>KKMX
HpegMeTiB, HAK/IACTU TYI'y HOB’I3Ky Ta MiZHATH yparkeHUI
cyrno6 (Pisens 3) [4]

14. Tlepen6aunty immo6ini3anito cyrnoba mnHOW 10 3HUKHEHHS
6orio.

15. HaBKo710 cyro6a MO>KHa IIPUK/IaJaTy XONOAHI TAKeTH 3 1bO-
IoM Ha 15-20 XBU/IMH KOXHi YOTUPU-IIiCTb TOAVH /1 IO/IETTUEHH A
607110, SAKILO 1le ZOMOMAarae. YHMKATH IPAMOTO KOHTAKTY NTbORY
3i mkiposo [39].

16. SIx1mo KpoBoTeya He 3yNMMHAETHCA, TO MOKe 3HALOOM-
THCA ipyTe BBefleHHA. SIK10 Heo6XiZHO, HOBTOPUTY IIOTOBUHY
Mo4aTKOBOI 03U nporsarom 12 rogun (remodinis A) a6o 24
roguH (remodinis B). (PiBens 3) [4]

17. Ko CHMITOMM Yy XBOPOT'O TPMUBAITDb OiNblle TPHOX
[HIB, MOXe 3HafoOUTICA HOfaNblla OLiHKa. Ko cuMnrToMu
He IPUNNHAKTHCA, a OfePXKyBaHi JaHi He SMIHIOIOTbCA, CIIif
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Iifj03pI0BATY MIPUCYTHICTD 1HTi6ITOPIB, cCeNTUYHMIT apTPUT 260
TIEPE/IOM.

18. Cnipg migkpecmut, mo peabimriranisa Mmae 6yTu aKTMBHOIO
YaCTHHOK KOHTPOMIO €Ni30/|iB rOCTPUX KPOBOBMINBIB y Cy-
rno6u (PiBens 2) [4,6,7]

= los1HO 6i11b i HAOPAK MOYHYTH 3HUKATH, XBOPOTO C/Iifl 3MYCUTH
3MIHUTH IIOJIOXXEHHS YPaXKEHOTO CYI106a 3 MoIoXKeHHs koMdopTy
B IIOIOKeHH (PYHKIIOHABHOCT, TOCTYIIOBO 3MEHIIYIOUM 3THH,
i HaMaraTucs JOCATTY IOBHOTO BUTATYBaHHS.

= Ile cip poOuUTH IKOMOTaA fali 3 aKTUBHUM CKOPOYEHHAM M A3iB.
CroyaTKy MOTpibHO HaflaBaTH IAJHY IaCUBHY JOIOMOTY, a OTIiM
3 00epEKHICTIO PO3TATHYTH, SAKIIIO € TaIbMYBaHHA POOOTH MA3a.

= Crif 320X04yBaTU paHHill aKTUBHUII KOHTPOIb MA3iB /I
MaKCMMaJbHOTO 3HVOKeHHs aTpodii M’A3iB i momepesKeHHs
XPOHIYHOI BTpaTu pyX/anBoOCTi cyrnoba.

» AKTMBHIi BIIpaBU i nponpionenTuBHe TPeHYBaHHA CIif
IPOJOBXKYBaTU [0 IOBHOI aMIIIITYU PYXIUBOCTI Cyrn06a, 110
Oyna 0 KpPOBOBUIMUBY, i BiffHOBNIeHHs PyHKIiOHANTBHOCTI
Ta pO3CiI0BaHHs 03HAK TOCTPOTO CHHOBITY [8].

= SIKI1[0 BIIpaBM POOIATHCS IPAaBUIBHO, TO 3aMillleHH: GaKTopa
nepef BIpaBaMy He IOTPiOHO.

TABJIUIIA 5-1: BUSHAYEHH S PEAKITII HA TIKYBAHHSA
TOCTPOI'O TEMAPTPO3Y [1]

Llinkoeute nonerwenns 6onto npotsrom 8 rognH Ta/abo
LiNKOBUTE 3HUKHEHHS 03HAK KPOBOBMIMBY MiCNs NOYATKOBOI
iH'eKwii Ta BiACY THICTL HEOBXIAHOCTI B NOAANBLIIM 3AMICHIH
Tepanii npoTArom 72 roauH.

BigMinHa

3HauHe nonerweHHs 6onto Ta/abo noninweHHs 03HAK
KPOBOBMAIUBY NPOTAroM NpubnusHo 8 roamnH nicns ogHiei
€AMHOI iH €Ki, ane € HeobXiaHicTb y BBeAeHHI binble ogHiei
A03M1 3aMicHOI Tepanii NPoTArom 72 roanH Ans LinKoBUTOI
perpecii.

lapHa

MomipHe nonerweHHs 6onio Ta/abo noninweHHs 03HAK
KPOBOBMNMBY NPUBAN3HO NPOTAroM 8 roamH nicns
NoYaTKOBOI iH €KL, ane € HeobXigHICTb y BinbL, HiX OfHIM
iH'ekuii npoTarom 72 ropuH, ane 6e3 UinkosuToi perpecii.

MomipHa

XoaHoro nokpaueHHs abo MiHiManbHe nokpalyeHHs, abo
NoripLeHHs cTaHy, npubnauaHo npotsarom 8 roguH nicns
noYaTKoBOI iH'eKwUil.

BincyTHicts
peakuii

[TpumiTka: BuneskasaHi BU3HauY€HH:A iKyBaHH:A TOCTPOrO remap-
TPO3a CTOCYIOThCA XBOPUX Ha reMo(isIito 3 HeraTuBHMMM iHribiTOpaMuL.
Lli Bu3HaYeHHs MOXYTb 3MiHIOBATUCA JI/I1 XBOPUX 3 NOSUTUBHUMU
iHribiTopamu, sIKi OTPMMYIOTD pernapaTy 3 LIYHTOBAHUM MeXaHi3MOM
Zil, a60 XBOPUX, SIKi OTPUMYIOTh KOHLIEHTPATH (PAaKTOPIB 3 IOZOBKEHUM
nepiofloM HalliBBMBEEHHA.

Apmpouenmes

1. BuKopuCTaHHA apTPOLeHTe3Y (BUATIeHHA KPOBi 3 CyI106a)
MOKe PO3TTIANATHCA B HACTYIHUX CUTyalligx:

= KPOBOBIIINB, HANPY>KEHUII i 60MI0uMii CyT106, AKUIT He Ma€e
O03HaK MOKPallleHHA MPOTATOM 24 rofyH MicIsa KOHCepBaTHB-
HOTO TiKyBaHHS;

® 6i1b y Cyrm106i HEMOK/ITMIBO HONIETINT;

" € JOKa3 MOIIKO/KEHHA HEPBOBO-CYIMTHHOIO Iy 4YKa;

» He3BMYaliHe MiBUIeHHA MicIeBoi a60 crcTeMHOI TeMIe-
parypu Tta inui gokasu indekuii (centuynmit aprpur) (PiBeHs
3) [4,9,10]

2. Ilpn4ynHOI0 KPOBOBUINUBY, 10 HE 3YNMHAETHCA, CIifl pO3-
IAfATY OIPUCYTHICTD iHTiOiTOpIB, He3BaXkalOuM Ha afleKBaTHe
3amimeHHs ¢akropa. IIpucyTHicTh iHTi6ITOPIB CIify BUKTIOYUTH
[0 cIIpob IpOBefieHHA apTPOLIEHTE3Y.

3. PaHHe BuAaneHHA KPOBi Ma€ T€OPETUMYHO 3HU3UTU
ii pyitHiBHMIT BIIMB Ha cyrno6oBuit xpsuy [10]. ko € sHauHe
HaKOIIMYeHH KPOBI, Ile TeX 3MEHIINTD 6inb.

4. ApTpolieHTe3 HaliKpallje IPOBOLUTY IiC/IsI KPOBOBUINBY
B YMOBaX CyBOpOI CTEpU/IBHOCTI.

5. AAk10 He0OXiTHO, APTPOIIEHTE3 CIIifi HPOBOAMTY, KON PiBeHb
¢daxkropa 36epiraerbcs, npuHaiiMHi, Ha piBHi 30-50 MO/g1 mpo-
TATOM 48-72 roguH. ApTpOoIeHTe3 He MOXKHA IIPOBOJAUTH 32 00-
CTaBUH, KONIM TAaKOTO 3aMiCHOTO (paKTOpa HeMa€ B HAABHOCTI.
Y npucyTHoCTi iHTiGiTOpiB A4 i€l Mponexypu, 3a moTpedu, cin
BUKOPVCTOBYBATH iHIIi reMocTaTiyHi 3acobu. (Pisens 3) [4]

6. Cnip BUKOPUCTOBYBAaTU TOJNKY 3 IIMPOKUM OTBOPOM,
IpUHANMHI, 16-r0 Kamibpy.

7. Cyrno6 Heo6xigHO iMMOOGiTi3yBaTH HETYTOIO IIOBA3KOI0.

8. HociHHA Ba)KKUX NPeIMETIB CJIiJj YHUKATY NPOTATOM 24-48
TOJVH.

9. ®isioTepaiio C/Iifi MOYMHATH, AK OIMUCAHO BUIIE.

5.2 M’s130Bi KPOBOBIIMBHI

1. M’5130B1 KpOBOBU/IMBYU MOXYTb BiIOyTHCS B OY/b-IKOMY M’5131
Tina, 3a3BMYall Yepe3 MpAMMIL yAap abo panToBe PO3TATYBaHHA.

2. M’s130BMi1 KpPOBOBU/IMB BM3HAYAETHCS SAK €I1i307 KPOBOBU/IVBY
B M3, BUSHAYCHWII K/IIHIYHO Ta/ab0 3a JOIIOMOTOIO Bi3yali3ylounx
IOCTifKeHb, 3a3BUYal OB’ A3aHMI 3 6oneM Ta/abo HabpsKamm
Ta moripimeHHsAM QYHKI[IOHANTBHOCTI, HAPUK/IAZ, Ky/IbraBicTIO
Jyepe3 KPOBOBM/IUB B 3a[JHIO YaCTUHY roMinku [1].

3. PaHHe posmi3HaBaHHs Ta BifIIOBifHe TiKyBaHHS MS30BUX
KPOBOBM/IMBIB Ba>k/IMBe 1 ONEPEeKEHHA CTilIKOi KOHTPaKTypu
M’s13iB, HOBTOPHOTO KPOBOBMU/IUBY Ta yTBOPEHH:I IICEBAOMYX/INH.

4. Micust MsI30BMX KPOBOBU/IMBIB, SIKi OB’SI3aHi 3 ITOLIKO/KEH-
HSM HEPBOBO-CYMHHOTIO IyYKa, TAKUX AK IMUOOKI IpyIy MA3iB-
3TMHaYiB y KiHIIiBKaX, BUMAraT¥MyTb HeTallHOTO IiKyBaHHs, 11106
HONepeUTH CTifiKe MOMKOMXKEHHA i BTpaTy (yHKI[iOHA/TbHOCTI.
Li rpynn BKI0OYal0Th:

= KJIyOOBO-TIONEPeKOBNUIT M3 (pU3UK PeMOpaIbHO-IIKIPHOTO,
CTETHOBOTO Ta (peMOpPaIbHOTO Hapaivy);

= BepXHbO 3afiHi Ta IMMOOKI 3aHi BIAAiNnM HIDKHBOI YaCTUHA
Hory (pM3MK IHOLIKOMI)XEHH A 3a/JHbOTO BETMKOTOMi/IKOBOTO Ta I/IN-
60KOro MajOroMiIKOBOTO HepBa);

= TPYIY M’A3iB-3T1MHA4YiB MepeArmnivyds (pU3UK ileMiuHOi KOH-
rpakTypu QPonbKMaHa).

5. KpoBOBM/IMB MOXKe TAKOX MaTH Miclle B TOBEPXHEBUX MA3aX,
TAaKMX 5K JBOTOTIOBMII M3, 3a[{Hi M’1311 CTeTHA (TPULIEIIC TOMIIKN),
JIMTKOBUIL M3, YOTUPUTOMIOBUIL M3 1 CIHIYHI M SI3M.

6. CUMIITOMM M’A30BOTO KPOBOBU/IUBY:

= HMI04MIT 6171b y Ms131;

» yTPUMaHH KiHIiBKY B IIOTI0OXXeHHI KOMOPTY;

® CUJIBHUIL O1/Tb TIPY PO3TATYBaHHI M’A33;

= Oi/Ib IpY aKTUBHOMY CKOPOYEHHI M13a;

= Hapyra Ta 60JTiCHICTb ITpY MaIbNalii Ta MOX/IMBUIT HAOPAK.

7. IligBuiyti paKkTop XBOPOro AKOMOTA IBHJIIIE, GasKaHO, KO
XBOpUII Bifaye mepii osHakn guckomMdopry abo micna TpaBmim.
SIK10 € yIIKOJ)KeHH A HePBOBO-CYAMHHOTIO MyYKa, MifTpPUMyBaTH
PiBeHbD Bifg I’'SITH 10 ceMU THIB a60 OBIIIE, 3/I€KHO Biff CHMIITOMIB
(PiBenn 3) [11-13]

8. laTu cOKii MOIIKO/KEHil YaCTUHM Ta NiZHATU KiHIIiBKY.

9. Ha M3 y monoxxeHHi KOM(OPTY HAK/IACTU LIUHY Ta HOBECTU
KIiHI{BKY /IO TIOTI0)KeHHsI Py HKI{IOHATTbHOCT], HACKI/TbK JO3BO/INTD Oi/b.

10. dKmo 1me gomoMarae, HaBKOJIO M’si3a Ha 15-20 XBUIUH
KOXXHY FO[JMHY MOXXHa IIPMK/Ia[iaTy XONIOH] IMaKeTu 3 1bofoM. JIijg
He IIOBIHEH KOHTAKTYBaTy 6€3I0CepeqHbO 3i MKIpoIo.
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11. ¥ Bunaaky KpoBOBMIMBiB y KPUTUYHI Micud, 10 BU-
KINKAITh CHHAPOM 3aBIIOBAaHHA, i AKI0O NOTpi6Ha TpM-
Baia peabinitanis, yacro HeoOXigHi HeogHOpa3oBi iHPY3il
NPOTATOM ABOX-TPHOX JHIB 260 HabaraTo gosue (PiBens 5)
(14, 15]

12. 3a xBopuM cif, 6e3nepepBHO CHOCTepiraTi Ha BUMAIOK
MOIIKOJ)KeHHA HEPBOBO-CY/IMHHOIO My4YKa; B TAKMX BUNagKaxX
Moxe 3HagoOuTuCs dpacuioromis. (Pisens 5) [16, 17]

13. OcKinbky M’$130Bi KPOBOBMUIMBU MOXYTb IPU3BECTH
J10 3HaYHOI BTPATy KPOBI, SIKI[0 HEOOXiTHO, C/Ti/ epeBipsATH Ta KO-
PUT'yBaTH piBeHb IeMOITOOIHY.

14. ®isioTepamito clif MoYMHATN AKOMOTra MIBUALIE IPHU
3MeHIIeHHi 6070 Ta POBOANTH ii ITOCTYNOBO A/ BiHOBICHHA
HOBHOI TOBXKMHU, ciIN Ta pyHKIioHanbHOCTi M’a3a (PiBeHb 4)
[12,18]

15. I1ip 9ac 11bOTO MPOLIECY PO3YMHO 3aCTOCOBYBATH MTiKyBaHH A
¢daxTopoM, Kpim THX BUNAfKiB, Konu ¢isioTepaneBT Mae KOCBif
y nixyBaHHi reModiii. [l 1boro Moxxe 3HaJOOUTICA epiogudHe
HaK/IafJaHHA Tincy abo muH. Y BUNafKy IOMIKOAKEHHA HepBa
HOTpibHA MATPUMYIOYa OB SI3KA.

16. Bispb, mo mocumoeTbes mig yac disioreparii, Moxke 03HaIATH
HOBTOPHMII KPOBOBU/IMB i HOTpebye peryisapHoi oninku. [19].

Kpososunuse y kny6oso-nonepexosy obnacmo

1. Y 1poro Ty Ms30BOr0 KpPOBOBU/INBY YHiKa/nIbHUIT IPOSIB.
OsHaky MOXYTh BK/II0YaTy 6inb BHU3Y KMBOTA, B Iaxy, Ta/abo
B [OTIepeKYy i 6i/b Ipy pO3TATyBaHH, aje He mpu 06epTaHHi, Ta30-
CTerHoBOro cyrao6a. [Ipy 1bOMY B CepefHill YaCTUHI CTerHa MOXe
crocrepiratics mapecresis Ta iHII 03HaKM 3[aB/IIOBaHHA (eMo-
panbHOTO HepBa, TaKi sIK BTpaTa KOMiHHOTO pediekcy Ta cnabkicTp
y 40TUPUTONMOBOMY Ms13i. CUMIITOMM MOXYTb OYTH CXOXUMMU
Ha TrOCTpUil alleHAUINT, BKAKOYAIOYM MO3UTUBHI CUMITOMU
IloTkiHa-BrroMbepra.

2. TepmiHoBO migBMIIKUTH piBeHb PaKTOpa XBOPOTroO.
ITigTpuMyBaTH piBeHb Bif ’ATH K0 ceMM THiB a6o goBuIe 3a-
NeXXHO Big cumnToMiB. (PiBens 4) [20-22]

3. TocniramisyBaTu XBOpPOro A1 CIIOCTepeXKeHHA Ta KOH-
TpoIio 60110, JOTPUMYBATUCA CYBOPOTO MOCTiTBHOTO PEXUMY.
XopiHHA 3 MIWINIAMYU 3a00POHAETHCSA, OCKIIBKY I XOZiHHA
noTpidHe ckopoueHHs M a3iB. (PiBens 4) [20-22]

4. KopucHo nmigTBepaguTH iarHo3 i cmocrepiraTyt 3a ofy>kKaH-
HSM 3a JOTIOMOTOI0 Bi3yani3auiiiHuX JocIimxeHp (ynpTpasBy-
KOBOT'O AOCTiI)KeHH I, KOMIT' I0TepHOI ToMorpadii abo MarHiTHoO-
pe3oHaHcHOro gocuipkenHs). (Pisenn 4) [20-22]

5. O6MeXUTH AKTUBHICTh XBOPOTO 10 3SHNKHEHHA 600
Ta MONiNIIeHHS PpO3THMHAHHA cTerHa. IIporpama disioTepamii
3 peTeIbHMM HArIAA0M - KIKHY 10 BifHOBTEHHI MOBHOI
AKTUBHOCTi Ta PYHKI[IOHATBHOCTI i HONepeKeHH MOBTOP-
HOTO KpOBOBMINBY. [0 HOBepHEeHHA 0 NOBHOI aKTMBHOCTI
PEKOMEHYEThCS BifHOBIEHH MOBHOTO PO3TMHAHHA CTErHA.
(PiBens 4) [20-22]

6. IIpn 30epexxeHH] 3aIMIIKOBOrO HEPBOBOro fediluTy MoXxe
3HaJ0OMTICS OXATKOBA OPTOLEAMYHA MIATPUMKA.

5.3. KpoBoTeya B leHTpa/IbHill HEPBOBiil cuUcTeMi/TpaBMu
TONOBM

1. Ieii cman A6na€ Hebe3neky ONA HUMMA Ma BUMALAE
mepminosoi meouunoi donomoeu. Cnouamxy nposecrmu niKysanHs;,
Nomim OUiHKY.

2. Bci mocTTpaBMaTM4YHiI 4epemHO-MO3KOBI TpaBMU,
nigTBepAKeHi abo migo3proBaHi, fAK i cepitosHi ronosHi 6omi,

MalOTb pO3TIAJATUCA SIK BHYTpillHbOYepeNHi KpOBOBUINBIL.
He wekaiiTe m0sIBYM HACTYHHUX CUMIITOMIB, 1abopaTtopHoi ab6o
PEHTTEHO/IOTiYHOI OLiHKM.

3. Konu BigOyBaerbcs 3HaYHa TpaBMa abo MalTh Micie
mopmiOHi cuMOTOMM, CIif HeraiiHO MigBMIGNTH piBeHb (ak-
Topa xBoporo. [loganpuii fo3u 3ane;KaTUMYTh Bifi pe3ynbTaTiB
BisyamisaniiiHux gocnigkensn. IligTpumyiite piBeHs pakTopa
JOTH, JOKM He Oy/ie BU3HaUeHa eTionorid. Ko KpoBoBUINB
NiATBepAKEeHO, MiATPpUMYIiTe afeKBaTHUII piBeHb paKkTOpa
npotrsirom 10-14 guis. (PiBens 4) [23, 24]

4. BuyTpimmHbOYepenHi KPOBOBUIMBM MOXYTh
6yTH mMOKa3saHHAM [AId JOBIrOCTPOKOBOi BTOPMHHOI
npodinakTuku (Big Tprox g0 mectu Micanis), oco6nruso,
AKIIO CIOCTePiraeTbca BifHOCHO BMCOKMII pM3UK NOBTOP-
HOTO emisony (Hampuknag, y npucyruocti BII-indeknii).
(PiBenn 3) [23, 25, 26]

5. IloTpibeH HeraiiHMIT MEFMYHWIT OITIA Ta TOCHiTaMi3amis.
Crig BUKOHATH KOMII'IOTepHY ToMorpadir a6o Mmaruituo-
pe30HaHCHe JOCHifKeHHA M03Ky. Ha paHHiX cTagiax cmip
MpoiiTH HeBPONIOTiYHy KOHCynbTanio. (PiBens 4) [27, 28]

6. CuibHi TOI0BHI 60711 MOXYTb TaKOX OYTU 03HAKOIO MEHIHTITy
Y XBOPUX 3 OCTTabJIeHUM IMYHITeTOM.

5.4. KpoBOBUINBY B TOPIIO i IO

1. Ieit cTaH siBIIsie HeOe3MeKyY [/ )KUTTS Ta BUMAra€ TepMiHOBOI
MeAVYHOI JOIOMOTHU, OCKiZTbKM MOYKe IPUBECTH [IO MIOPYLIeHHA
IPOXifHOCTI AuXanbHMUX UAXiB. COYaTKy MPOBECTH NiKyBaHHA,
TIOTiM OIIiHKY.

2.V pasi 3HayHOI TpaBMHu 200 NMOSABY CHMITOMIB CIif He-
2aiino nigBumuTy pisens ¢pakropa xsoporo. IlinTpumysarn
piBHi pakTOopa Ko 3HNKHeHHA cumnToMiB. (PiBens 4) [15, 29,
30]

3. Tocmiramisanisa Ta oninka ¢axiBueM icTOTHO Ba>KIuBi.
(PiBens 5) [15]

4. Ina momnepej’keHHA KPOBOBUIUBY Y XBOPUX 3 CU/b-
HUM TOH3M/IITOM IIOKa3aHO JTiKyBaHHA (aKTOPOM Ha JOFATOK
[0 NMiKyBaHHA 6aKTepialbHMMMU KYIbTYpaMy i BiANOBigHUMHE
aHTUOIOTHMKAMU.

5.5. T'ocTpi KPOBOBUIMBU B IITYHKOBO-KMIIKOBUI TPaKT
(IIIKT)

1. Hezadino migBumuru piBHi ¢pakTtopa xBoporo,
nigTpuMMyBaTu piBeHb paKkTOpa 70 3yNMHKN KPOBOBUINBY
Ta BU3HaYeHHA eTionorii. (PiBens 4) [31, 32]

2. TocTpi MTyHKOBO-KMIIKOBI KPOBOBVMIMBY MOXYTb IIPOSB/IA-
TUCA Y BUILAI reMaTeMe3ucy (6/110BaHH:A 3 KPOB'I0), KpMBABUX 260
AbOTTENONIOHNX BUIIOPO>XKHEHD.

3. IIpu 03HaKax KPOBOBU/IMBY B IITYHKOBO-KMIIKOBOMY TPaKTi
Ta/ab0 TOCTPOro KPOBOBUIUBY B YepeBHY IOPOXKHIHY MOTPi6HA
MeJIYHa OLliHKa i, MO>XXJIMBO, TOCIHIiTaTi3alis.

4. Criip perynsapHo crioctepiraty 3a piBHeM reMorno6iny. Y mMipy
HeoOXiZHOCTI TKyBaTy IIOK a0 aHeMilo.

5. JIikyBaTu f>kepeno KpOBOBUIMBY 32 TOKa3aHHAMM.

6. Sk momoMi>XHY Tepamilo MoxxHa BukopucroBysaru EACA a6o
TpaHeKCaMOBY KVC/IOTY /sl XBOpUX 3 fAediuntom pakropa FVIII
i xBopux 3 gedinyurom dakropa FIX, sKi He OTpUMYIOTD TiKyBaHHSA
KOHILIEHTPaTaMM IPOTPOMOIHOBOIO KOMILIEKCY.

5.6. l'ocTpi KpOBOBIINBU B YePEBHY NOPOKHIHY
1. TocTpuit KpOBOBUINB Y YePEBHY MOPOXHUHY, BKIIO-
4alouy KPOBOBUIMBU B 3aUuePEBUHHY MOPOXKHUHY, MOXe




KepiBHMUTBO 3 NnikyBaHHs remodinii

OpOABAATUCA 60/IeM y KMBOTI Ta 3AYTTAM KUBOTA Ta MOXe
IIOMMJIKOBO cIpuiiMaTucs 3a indekuiiiHi Ta iHmWi 3aXBoOpIO-
BaHHs, AKi BUMAaramTh XipypriyHoro BTpy4aHHsA. Bin moxe
TAaKOXX IPOABNATUCA y BUITIA] HapaliTMYHOI HEIPOXigHOCTI
KumedHMKa. MoXyTh 3Hajgoburtucs BigmOBimHI
PEHTIeHOIOTi4Hi JOCTiAKEHH .

2. Heeaiino migBNMUTN piBeHb (paKTOpa mMamieHTa.
IMigTpumyBaTu piBHi pakropa o 3’acyBaHHs eTionorii, MoTiM
TiKyBaTH npu KoHCynbTanii 3 paxisuem. (Pisens 4) [15, 29,
30]

5.7. O4Hi KPOBOBIINBY

1. Taxki KpOBOBUIMBU 3YCTPivalOTbCA PifKo, AKIO BOHU
He [IOB13aHi 3 TpaBMOI0 a60 iH}eKIi€Ew.

2. Hezaiino migBumutu piBeHb pakTopa maiieHTa.
IMigrpumysartu piBHi ¢pakropa Ak mokasano. (Pisens 4) [15,
29, 30]

3. fIkomora MIBU/IIe XBOPOTO MA€ OIMISAHYTHU 0 TaTbMOJIOT.

5.8. Hupkosuii KpOBOBUINB

1. Bes6onicHy remarypito ciif T1iKyBaTy HOBHMM JTiKKOBMM
PeKMMOM Ta iHTEHCMBHUM HacHMYEeHHAM OPraHisMy Bomoo (3
miTpu Ha M? IIOIi MOBEpXHi Tina) mpotsarom 48 roguH. Ilpu
iHTeHCMBHOMY HaCMYeHHi OpraHi3My BO/IOI0 YHUKATU BUKOPH-
crauns DDAVP. (PiBenb 4) [33]

2. IligBumuTy piBHi pakTOpa XBOPOTO, AKMO € 601i 260 He-
MUHaI04a MAaKPOCKOIiYHA reMaTypis, i TpUMaTH i KOHTponeM
3TYCTKU KPOBi Ta HENPOXigHICTh ceyoBUX NIAXiB. (PiBeHb 4)
[33, 34]

3. He BukopucroByBatu aHTudiopunHoniTudni sacobu
(PiBenn 4) [33]

4. Sdxmo remarypia (Makpo- abo MiKpoCKomiduHa)
He IIPUONHAETHCSA a0 € MOBTOPHI KPOBOBUIMBY, /151 OLiHKM
Mic1eBOi IPUYMHY BaXK/IUBO, 1106 XBOPOTO OIISIHYB YPOJIOT.

5.9. KpoBOBUIUBI B POTOBY HOPOKHUHY

1. [Ins BU3HAUEHHA JyKepesla KpOBOBIIMBY Ba>k/IMBa AKHAII-
BU/jIIA KOHCY/IBTALis 31 CTOMATO/IOrOM a60 Iie/IeITHO-TNIBOBUM
xipyprom. Hajinommupeniii npu4num — me:

= BUJa/IeHHA 3y0iB;

" KPOBOTOYMBICTh ACE€H, YaCTO Y€pe3 NOraHy ririeHy poToBoil
MIOPOXXHUHI;

= TpaBMa.

2. Ina nikyBaHHA KPOBOBM/IMBY HeoOXiZHO mepen6aunTn
MicleBi BUIY MiKyBaHHA:

® IpsAIMe HAaTMCKAaHHA Ha 30HY, BUKOPUCTOBYIOUYY BOJIOTUIT Map-
JIeBUII BalMK IIPOTATOM, IIOHAJIMeH1Ie, 15 XBU/INH;

® HaKJIaJIeHH I LIBiB, 100 3aKPUTHU PaHY;

® 33CTOCYBaHHA MiCLIeBUX I'eMOCTaTUYHNX IIpeIaparis;

= aHTUOI0TUKM, 0COONMBO MPU KPOBOTOUMBOCTI SICEH Yepes II0-
TaHy ririeHy poToBOi IOPO>XXHUHI;

= BukopuctanHsa EACA a60 TpaHeKcaMOBOI KUCTOTH SIK PifMHA
IJ14 IOJIOCKaHHA POTa.

3. BignoBigHa 1032 3BM4aifHOrO MapaleTaMony/anetaMiHopeHy
MO>Ke JOIIOMOI'TU KOHTPOJTIOBATH Oislb.

4. YHUKAaTN CUCTeMaTUYHOTr0 BUMKOPUCTAHHA aHTU-
didbpunoniTHyHNX 3ac006iB AN xBopux 3 gedinurom dak-
topa FIX, AKki mTiKylTbcsa BeTMKUMU J03aMU KOHIIEHTPATiB
NpoTpoMO6iHOBOrO KOMIIEKCY a60 XBOpHX 3 iHribiTopamu, Aki
TKYIOTbCA AKTUBOBAHIMI KOHIIEHTPAaTaMU IPOTPOMOiHOBOTO
xommrekcy (AKIIK). (PiBens 4) [35, 36]

5. 3a BKa3iBKOIO LIeHTPY 3 TiKyBaHHA reModiii Moxe 3Haf06u-
THUCS 3aMillleHHA paKTopa.

6. Axmo me HeoOXigHO, CNiff BHKOPUCTOBYBATH OpaNbHi
¢opmu EACA a6o TpanekcamoBoi kucnoru. (Pisens 4) [37, 38]

7. IlopagbTe XBOPOMY YHMKATU KOBTAaHHS KPOBI.

8. ITopajibTe XBOPOMY BUKOPUCTOBYBATU PifiMHY A4 IONO-
CKaHHA POTa He paHillle, HiXX 4epe3 IeHb ITiC/IA 3yIMHKI KPOBOTEYi.

9. IlopajibTe XBOPOMY BOTPUMYBATUCS 1AJHOI JiETY IPOTATOM
NeKi/IbKOX ITHiB.

10. ITpoBecTy OL[iHKY Ta TiKyBaTy aHEMIIO 32 TOKA3aHHAMI.

5.10. HocoBi kpoBoreui (emicrakcuc)

1. HaxunuTu rooBy XBOporo BIepef, 1106 BiH He KOBTaB KpOB,
i mompocuTy itoro M’AKo BUpMXatu fpi6Hi srycTku. IIpoTsrom
10-20 XBU/IMH CIIiJy IPUTUCKATY MaPJII0, 3SMOYEHY B KPVXKaHill BOJI,
10 TIepeXHbBOI MKOI YaCTVHM HOCA.

2. YacTo, AKI0 KPOBOTEYa He CU/IbHA Ta He MOBTOPIOETHCH,
He BJMHJIKa€ HeoOXiHOCTI B TepaIii samimenHs pakropa. [15,29].

3. AHTHricTaMiHHI IIpenapaTy Ta MiKapchki 3acobu Bif 3akia-
TeHHA HOCa KOPUCHI [I1 KpOBOTeY, XapaKTepPHMX [/ aneprii,
indexuiit BepXHiX AMXaIbHUX UIIAXIB i CE30HHMX 3MiH.

4. IIpu 4acTMX Ta TPUBAIUX KPOBOTEYaX IPOBECTU OI[iHKY
Ha HAABHICTb aHeMil Ta 3aCTOCYBaTU BiiOBiJjHE IiIKyBaHH.

5. KopucHe MiciieBe npukaafanssa Mapii, samodenoi EACA a6o
TPaHEKCaMOBOIO KIC/IOTOIO.

6. SIk1110 KpOBOTeYa He MIHAE a00 IIOBTOPIOETHCS, IPOKOHCYIIb-
TYJITeCA 3 OTOAPUHTONOTOM. [I/11 KOHTPO/II0 KPOBOTEYi MOXKeE
3HaJOOUTHCA HepelHA Ta 3a/{HA TAMIIOHA/[a HOCA.

7. HocoBy KpoBOTEYY 4acTO MOXKHA IOIEPENUTH, IiABUIIYIOUN
BOJIOTIiCTb B HABKO/IMIIIHBOMY CEpPelOBMIL, 3aCTOCOBYIOUM e (Ha-
IPUKIIaf], Base/liH ab0 KpaIll coIbOBOrO PO3YMHY/Teb) Ha CIU30BY
000/IOHKY HOCa [i1s1 30epeXKeHHsI BOTIOTOCTi, a0 3aCTOCOBYIOUM CO-
JIbOBMIA CIIPEIL.

5.11. KpoBoBuIMB y M’IKi TKAaHMHU

1. CuMIITOMM 3a/1€XKaTUMYTh Bif MiCIs1 KDOBOBU/IUBY.

2. [Ins1 6araTbox MOBEPXHEBUX KPOBOBU/IMBIB y MAKI TKAaHUHM
Tepamis 3aMillleHH: pakTopa He OTpibHA. Moxe 6yTI KOPUCHIM
3aCTOCYBAaHHS TYIMX IOBS30K i 1boxy [15, 29].

3. IIpoBepiTh OLIiHKY XBOPOTO Ha CTYIMiHb TAXXKOCTi KPOBOBHU-
JIMBY i MOX/IMBICTD BIUIMBY Ha M$I3U Ta HEPBOBO-CYLUHHY CUCTEMY.
BukmiouiTh MOX/IMBY TPaBMY [Ii/IAHOK, e PO3TAUIOBAHO XUTTEBO
Ba>K/IMBI OpraHi, Taki K roosa abo yepeBHa HOPO>KHIHA.

4. KpoBOBIU/IMBM Y TT03a4€PEBMHHY NOPOXKHUHY, MOLIIOHKY, CifHIIIi
ab0 cTerHa MOXYTD IIPUBECTHU JO 3HAUHOI BTpaTu KpoBi. Ko €
IifI03pa Ha TAKOTO PO CUTYALIif0, C/Tiji HeraitHo iKyBaTy pakToOpoM.

5. C1ijfy pery/ApHO CoCTepiraTy 3a piBHAMM reMOIIOOIHY Ta oc-
HOBHUMIU NMOKA3HUKAMU XUTTENiANBHOCTI.

5.12. Paum i cagHa

1. Ins nikyBaHH:A HEITMOOKUX PaH HEOOXITHO OYUCTUTH PaHy,
TYTO [epeOMHTYBATH i HOTIM HAK/TACTY CTEPU/IbHMIT TEIKOIIACTHP.

2. [Ins rinGOKUX paH MigBUIINTH piBeHb PpakTOpa, a MOTiM Ha-
knactu mBu. (PiBens 4) [15, 29, 30]

3. IlIB1 MO>XHa 3HIMaTH IiC/IA BBe[IeHH: KOHIEHTPATy BaKropa.
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6. YCKJIATHEHHS ITPY TEMO®IJIIT

6.1.YcknagHeHHS 3 60Ky KiCTKOBO-M’130BOI CCTEeMU

1. Hait6inplr mommpeHnMy AisTHKaMI KPOBOBUIUBIB € KPOBO-
BIIMBY B CYI/I00M 1 M’A3U KiHIIiBOK.
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2. 3anexcHo Bifj TAXKKOCTi 3aXBOPIOBAHH, €Ii30/i11 KPOBOBUIUBIB
MaIOTh YaCTUII i CIOHTAHHMUIT XapaKTep 6e3 6yaAb-sAKol 04eBUIHOI
npuanan (aus. Tabmuiio 1-1).

3. Y guTHHM 3 TAXKKOI reModinielo mepuInii reMapTpos 3a-
3BUYail Bifi0yBa€ThCsA, KOMU AUTHUHA OYMHAE IIOB3ATHU Ta XOLUTH;
3a3BMYall y Billi 1O JBOX POKiB, ajle iHOAi MisHille.

4. IIpu HeaJleKBaTHOMY /IiKyBaHHi IOBTOPIOBAHI KPOBOBU/IMBU
IpM3BEeAYTh IO IPOTrPeCcy0YOro MOTiplIeHHsA CTaHy CYIa06iB
i M’a3iB, [0 piskoi BTpaTy GYHKIiOHANTBHOCTI Yepes BTPATy
pyxnuBocri, M’s130B0i aTpodii, 60110 Ta fepopmanuii cyrnobis,
i KOHTPAKTyp IIPOTATOM HepPIINX-APYTUX AeCATH POKiB KUTTA [L,2].

Cunosim

1. TTic/tst rocTporo reMapTposy 3alanioeThbcs CMHOBIambHa 060-
JIOHKA; BOHA TillepeMOBaHa Ta JIErKO TPABMYETbhCA.

2. BigCyTHICTD IiIKyBaHHSA TOCTPOTrO CMHOBITY MOXKE IPU3BECTU
710 IIOBTOPHOTO reMapTpo3y [1,2].

3. Ha uiit cragii cyrno6 noTpibHO 3aXMCTUTH 32 JOIOMOTIOI0
LIMHY 2060 OB SI3KU ITij] TUCKOM.

4. AKTUBHICTD C/TiZi 0OMEXWUTHU OTH, JOKYU HAbOPsK i TeMIepa-
Typa He IOBEPHYTbCSA [JO BUXiJIHOTO CTaHY.

5.V meAkux BUIafKaX MOXKe OYTH KOPUCHO BBECTH iHTibiTOpK
HOTI-2.

6. AMNiTyfa pyXiB Ha IepIIMX NOpax He mopyuueHa. /liarnos
reMapTpo3y ab0 CUHOBITY CTaBUTBCA LIJIIXOM IIPOBEfIeHH [leTa/Ib-
HOTO OITLAAY Cyrnoba.

7. IlpucyTHicTh cMHOBianbHOI rimeprpodii Moxe 6yTn
HifTBePAKEHO yIbTpacoHOrpadieio abo MarHiTHO-pe30HaHCHUM
pocnimxeHHAM. OINAT0Ba peHTTeHOrpaMa Ta 0COOINBO MarHITHO-
Ppe30oHaHCHe JOCTiI)KeHHA MOXYTh JOMOMOITI BU3HAYUTH IIVPOTY
OCTEOXOHJIpa/IbHMX 3MiH.

8. IIpy NOBTOPHMX KPOBOBIIMBAX CUHOBia/IbHa 000IOHKA CTa€e
XPOHIYHO 3aIaJIeHOIO i TinepTpodyeThes, a Cyrnob 37aeTbes Ipu-
nyxuuM (HabpsK 3a3BuYall He CUIBHUI | He HAATO XBOPOOIUBMIL):
1€ XPOHIYHMUIT CUHOBIT.

9. [pu 36inblIeHH] HAOPAKY MOLIKOIXKEHHA CYII06iB, aTpodis
Ms13iB i BTpaTa pyX/IMBOCTI IPOrPeCcyIOTh Y XpOHiuHY reModimiuHy
aprpormario.

10. MeTo0 NiKyBaHHA € BCTAHOBNEHHA KOHTPOIIO HaJ
CHHOBiaTbHOK0 0G0TOHKOI0 Y MAKCHMA/IbHO MOX/INBi KOPOTKi
TepMiHM Ta 36epeskeHHs PyHKuioHanbHOCTI cyr1o6a (PiBeHs
5) [3,4]. BapianTu TiKyBaHHS BKIIOYAIOTh:

» 3aMillleHH A KOHIIEHTPaTy ¢paKTOpa, 6aKaHO, IpM BBeAEeHHI
3 YaCTOTOIO i piBHAMU [103, JOCTATHIX /1A MONepeA KeHH A
nepioguynux KposoBunusis (Pisens 2) [5-8]

o KO KOHLIEHTpaTM JOCTYIIHI B JOCTATHIX [J03aX, TO KOPUCHI
KOpOTKi Kypcu (6-8 TVIKHIB) BTOPMHHOI podimakTuKu
3 iHTeHCUBHOI QisioTepamnieo.

= pisiorepamiro (PiBens 2) [9,10], wio BrI09aE:

o IIOfIeHHI BIPAaBM [Is1 MiIBUILEHHS CU/IV MI31B 1 MiATPUMKI
aMIUTITY/¥ PYXiB B cyrno6i;

o METOAMKI 3MeHIIeHH BTOPUHHOTO 3aIla/IeHHs, AKIIO Taki € [11];

o (ynkiionansHe TpeHyBaHHs [12].

= KypC TiKyBaHH: HECTEPOITHIIMY IPOTU3aNaTIbHMMM NpeTna-
paramu (inri6iropu IIOI-2), AKi MOKYTb 3MEHIINTH 3aNIaTeHH
(PiBens 2) [13,14].

» QyHKIiOHA/MbHI METOM NiKYBaHHS, SIKi JO3BOTISIOTH CYrIoby
pyxatucs, ajie 0OMeXYIOTD PyX Ha KiHI|eBill TOUILi aMIUTITY Y PYXY,
Jie CMHOBia/bHa 060IOHKA MOXKe OYTHU TpaBMOBaHa, i AKI MOXYTb
IIOIIePeNTDh HOBi KPOBOBMINBIL. [15].

= CIHOBEKTOMIiI0

Cunosexmomis

1. CHHOBEKTOMiIO CIiff pO3rnAmaTH, AKILO XPOHIYHMIA
CHHOBIT IPOAOBXY€E NPOABIATICA 3 YACTUMM MOBTOPIO-
BaHNMM KPOBOBUIMBAMMU, AKi He KOHTPONOIOTHCA iHIINMHU
3aco6amMu. BapiaHTu cHOBeKTOMii BKIIOYAIOTh XiMidHMIT
Ta Pafioi30TONMHNII CHHOBiOpPTe3 i apTpOoCKOMiYHy a60 BigKpuUTYy
xipypriuny cunoBexToMmito. (PiBens 4) [16,17]

2. HexipypriuyHa CMHOBEKTOMis — Lie METOJL IiKyBaHHS, AKOMY
CJliJl HaJlABaTHU IIE€peBary.

3. PapioisoTonHa CMHOBEKTOMisA, iKa BUKOPUCTOBY€E YMCTHIT
6era-unpominioBay (pocdop-32 a6o irpiit-90), Bucokoedex-
THBHA, He Ma€ MOOIYHNX eeKTiB i MO>Ke BUKOHYBATHCA aMOy-
naropHo. (Pisens 4) [18,19]

» OpHiel go3u pakTopa 3ropTaHHS 4aCTO JOCUTH AJIs OfHi€el
iw'exuii isoTomy.

= PeaGiniTania MeHIn iHTeHCUBHa, HiXx micng xipypriuxoi
CMHOBEKTOMi€l, a/le Bce OAHO MOTPiOHA, 106 ZOIOMOITU XBO-
pOMY 3HOBY BiJHOBUTMU CUJIU, IPONIpioleNI|il0 Ta HOpManbHe
¢byHKI[iOHaTbHE BUKOPUCTAHHS CYII06a.

4. fIxmo papioisoTona HeMa€e B HaABHOCTI, TO afleKBaTHOIO
aJIbTEPHATUBOIO € XiMIUHMII CUHOBiOpTe3 3 pudamMminuHOM 260
XJIOpTifipaToM OKcMTeTpanukiIiny [20,21].

» XimMiuHNIT CMHOBIOpTE3 BKIIIOYAE LIOTYDKHEBI iH €Ki foTH,
TOKM CUHOBIT He Oy/ie B3ATO iJi KOHTPOJIb.

» IIi 6omicHi iH’ex1il BuMaraoTp BBeJEeHHs BHYTPIlIHbO-
CyI7060BOro KCMIOKAiHY 3a fleKinbka XBIIMH 0 iH €Kil CKIepoTH-
3YI04YOro areHTa, 60/Ie3aCIOKIVINBIUX 3aCO0IB /I IPUIOMY BCepe-
IuHY (KOMb6iHOBaHMI IIpeltapar 3 alleTaMiHO(eHOM/IapaleTaMOIOM
Ta OIIOIZIOM) 1 10311 KOHIIEHTPaTy (aKTopa 0 KOKHOI iH €Kil

= Hu3pka 11iHa XiMi4HOTO 3206y KOMIIEHCYETbCA HeOOXiHICTIO
0araTOKpaTHUX iH €KIilf KOHIIEHTPATy (paKTOpa.

= PekoMeHIyeThCsI peabimitanis, MOKasaHa /s pafioakKTUBHOT
CHHOBEKTOMII.

5. XipypriuHa cMHOBeKTOMis, BifkpuTa abo apTpocKomiuHa,
BJIMarae Be/IIKOTO 3amacy GpakTopa sTOpTaHHA AK LA XipypridHoi
omepauii, Tak i A1 TpuBanoro mepiony peabimirauii. Ilio mpore-
Lypy Ma€ BUKOHYBATU JOCBifj4eHa 6puraja B CIelliani3oBaHOMY
HeHTpi 3 mikyBaHHsA remodinii. Borna posriaagaeTscsa Tinbku
TOJi, KONIM MeHII iHBa3MBHi Ta OffHAKOBO e()eKTUBHI IIpoOLeAypH
OesycmilIHi.

Xponiuna zemodpiniuna apmponamis

1. XpoHiyHa remodiniyHa apTpomaTis MoXXe pO3BMHYTUCS
B OyAb-AKNUII Yac, MOYMHAKYM 3 JPYTOTO AeCATUPIYYA KUTTA
(a inopi panile), 3a/1€)KHO Bifl TAXKOCTI KPOBOBUINBY Ta J1OT0O
JiKyBaHHA.

2. Ilett mmporiec moYMHAETHCS 6e3M0CcepeaHbO MIC/Is HOTPAIISHHS
KpOBi Ha XPpAIIOBY TKaHMHY cyrno6a mif dac remaprposy [1,2]
i HOCHMIOETHCA NP TPUBATIOMY XPOHIYHOMY CMHOBITI Ta IIOBTOP-
HOMY reMapTposi, IPU3BOAAYM O HEOOOPOTHOTO YparkeHHs Cyroba.

3. Ilpu TpuBa4ii BTpaTi XpALUIOBOI TKAHMHIU PO3BUBAETHCA
IPOrPECUBHUIL APTPUT, AKMUIT BKIIOYAE:

= BTOPUHHI KOHTPAKTYpy M AKUX TKaHWH;

= arpodhito M3iB;

= QaHTY/LAPHY fedopMariiio.

4. Nebopmarnis Moxe TaKOX 36iMbUIyBaTUCA KOHTPAKTY-
POI0, 1[0 PO3BUBAETHCS C/IIZOM 3a MSA30BUMY KPOBOBMIMBAMU
a60 HeBpoIATIE.

5. 3asBMyall Mae Micie BTpaTa pyXAMBOCTi Ta 3TMHaAbHA
KOHTPaKTypa, AKa NPU3BOAUTDb KO HAM6I/MbII 3HAYHOI BTpATH
GbyHKI[iOHATBHOCTI.
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6. Pyxu B cyr/106i Ta HOCIHHS BaXKKUX IIPeIMeTiB MOXYTb OyTH
Ha/I3BIYailHO OOTIOUMMIL.

7.V mipy moripimeHHs cTaHy cyrno6a HaOpsAK 3MEHIIYETbCA
yepes mporpecyounit ¢pidpos cMHOBianbHOI 000TOHKY Ta KAIICY/IN.

8. Y Mipy po3BUTKY aHKi/03y B cyI7106i 60711 MOXXYTb 3MEHIL-
TICA 260 3HUKHYTHL.

9. Penrrenorpadiuni osHaku xpoHiuHOI remodiniunoi
apTpomarTii 3a/eXXarh Bifi CTail 3aXBOPIOBAHHS:

= PenrreHorpadiyni 3HIMKM NMOKa3yoTh ulle Hi3HI
OCTEOXOHApanbHi 3mMinn [22,23].

= YIbTpa3ByKoBe 460 MarHiTHO-Pe30HAHCHE HOCTI/KeHH A ITOKa-
XKYTb PaHHI 3MiHM MIKMX TKaHVH 1 OCTEOXOH/pa/IbHi 3MiHu [24-26)].

= 3By>KeHHs XPsALIOBOr0 IPOCTOPY Bapilo€ Bifi MiHiManbHOTO
110 V10T O 1[i/TIKOBUTOTO 3HUKHEHH .

= P03BMBa€THCA KICTKOBA epo3is i cyOXOHApanbHi KicTKOBI
IUCTH, AKi IPU3BOJATH 1O PYIHYBaHHA KiCTKOBMX IOBEPXOHb
CyI7106iB, i 3rofoM [0 aHI'yIApHUX Hedopmariiil.

= Moxxe BMHUKHYTY (Pibpo3HMit/KicTKOBUIT aHKiNO3 [27].

10. Mera niKyBaHHS — MOMIMINTY QYHKIIOHYBaHHA CYITI00iB,
HOJIeTINTH 6i/Ib i JOIIOMOITH XBOPOMY IIPOJOBXUTH/BITHOBUTH
HOPMaJIbHY aKTUBHICTb y TOBCAKJEHHOMY KMUTTi.

11. JIikyBaHH: XpOHI4HOI reMOi/TiYHOT apTpOIaTIM 3a/IeXKNUTD Bif:

= CTafii 3aXBOpIOBaHHA;

= CUMIITOMiB XBOPOTO;

= BIUIVBY Ha CIOCI6 XXMUTTA 1 QpyHKIIOHATbHI MOXX/IMBOCTI XBO-
poro;

= JOCTYIIHOCTi pecypciB.

12. Binp cnig KOHTPOMTIOBATH 32 JONMOMOIOI0 BifNOBigHMX
6onesacmokiitmnBux 3aco6iB. [Ina momerumeHHd 6010 mMpu
apTPUTi MOKHAa BUKOPUCTOBYBAaTH NeBHi iHriéitopu 1JOI-2.
(Ous pospin «Koutponn 6omro»). (PiBens 2) [13,14]

13. Ha niii cTapii my>ke Ba>K/IMBJUM €1eMEHTOM TiKyBaHHA €
KOHTpONbOBaHa ¢isioTepamis, cipsaMoBaHa Ha 30epesKeHHA
cnan M’3iB i pyHkionanpHux 3gi6HOCTel. SIK10 B pesynbprari
¢disiorepamii Mmae Miciie HOBTOPHMIT KPOBOBWINB, TO MOXKEe 3Ha-
mo6utTucs BropnHHa npodinakruka. (Pisens 2) [9,10]

14. IH1i KOHCEPBAaTUBHI METOAM IiIKYBaHH S BK/IOYAK0Th:

= IIepiofMuHe HaK/IaleHH I T1IICOBOI [IOBSI3KM [i/11 BUIIPAB/IeHH A
nedopmanii [28,29].

= ¢dikcanig i BUKOPUCTAHHA OPTONEAUIHUX 3aCO0iB [/
HiATPUMKIM XBOPOOIMBUX i HecTabinbHUX CYI106iB [15]

= TOIIOMDKHI IIPYCTOCYBaHHA [/11 XOb6U a00 IMepecyBaHH /11
3MeHIIIeHHs HaBaHTa>KeHH Ha CYI/IO0N, 1110 HeCYTh HaBaHTa)KeHHA

® aJlanTalisg ;o YMOB BAOMA, B IIKOJI i Ha pobOTi, sSIKa J03BO-
nsima 6 6paTy y4acTh B CyCIiIbHIN aKTMBHOCTI i po6oTi i mormer-
IIUTY AaKTUBHICTD Y IIOBCAKAEHHOMY XUTTI [30].

15. Akmo 1i KoHCepBaTUBHI 3aX0M He 3[aTHI 3abe3neynTn
3a/I0Bi/IBHOTO HOJIETIEHH A 6010 1 orTinieHol GyHKI[ioHaTbHOCT,
MOXKe PO3I/IANATUCA Xipypriune BTpy4anHs. Xipypriuni mpoue-
ILypY 3a7Ie)KHO Bifl OKPEMOTO 3aXBOPIOBAHHS, 1[0 BUMAra€ BUIPaB-
TIEHHS, MOXXYTb BK/IIOYaTH:

= BIBi/IbHEHH [103aCyITI000BYX MAKUX TKAHUH [/ TiKyBaHHA
KOHTPAKTyp

= APTPOCKOIIIO i/ MiKBifjaLlii BHYTPilIHbOCYTTIOOOBUX CIIAMIOK
i kopeknii yTuckis [31]

= 0CTEOTOMIIO /151 KOpeK1ii aHTyIApHOI fedopMaii.

= IPOCTeTUYHY 3aMiHy CyITI06a IpU BaXKKUX GopMax 3aXBO-
PIOBAaHH:, BKIIYAI0UN BeIUKi CYI1061 (KOMiHO, CTETHO, ITede,
JiKOTB) [32].

= CTHOBEKTOMIIO JIIKT:A 3a JOIOMOIOI BUZA/JI€HHA pafiia/bHOI
TOTiBKYM IPOMeHeBOI KicTku [33].

= apTpOfe3 LIMKONOTKY, AKNUII € IIPeKPACHNM 3ac0O0M IOJIer-
meHHA 600 i Kopekii gedopmariit 3 HOMITHUM TOMIMIIEHHAM
¢dyukuionanpHoCTi. HemopaBHiit mporpec B xipyprii 3aMinu wmu-
KOJIOTKYM MO>Ke CTaTy aNbTepHATUBHUM JIiIKyBaHHAM AJA XBOPUX
Ha reModiiio B Mait6yTHbOMY [34,35].

16. Ina npoBegeHHA Oyab-aKoi Xipypriunoi npouenypu
MalTh OyTH JOCTYNHi afleKBaTHi pecypcH, BKIIOYAKYN JO-
CTaTHIO KiTbKicTh KOHIeHTpaTiB aKkTopa i micngonepaniitny
peabimitauiro (PiBens 3) [36-38]

Ipunyunu gisiomepanii/dizuunoi meouyunu npu zemodinii

1. disioTepanesTy i mikapi 3 mpodecifiHux 3aXxBOpOBaHb Ta/
ab60 TepameBTy (Qi3MYHOI MEAULMHYU MAIOTb OYTU AXPOM Opu-
ragu 3 nikyBanHus remodinii. Ixus po6ora 3 xBopumu Ta ixHiMn
CiM’sIMJ [IOBMHHA IIOYMHATHCS 3 9aCy BCTAHOB/ICHHA AiarHO3Y,
i BOHU 32/IMIIAKOTHCA BAK/IMBUMHI /11 XBOPOTO IIPOTATOM YChOTO
JI0TO XKUTTA.

2. Ixni ponb B nikyBanHi xBoporo 3 remodii€o BK1wo4a€e Ha-
crynse [9,39-41]:

= O1inKa:

e BJ3HAYEHHA MicIiA TOCTPOI KPOBOTEYI;

e perynApHa OLjiHKa IIPOTATOM yChOIO XUTTH;

* OILiHKA IIepeft XipyprivHow onepanieo.

= [TifBuIIeHHs piBHA 06i3HAHOCTI:

 XBOPUX Ta IXHiX ciMell 3 TUTaHb KiCTKOBO-M I30BUX YCK/IaJ-
HEHb Ta IXHbOT'O JTiKyBaHHS;

e IIKiZIBHOTO IEePCOHAaNy 3 NUTAaHb BilNOBiZHUX TUIIB
aKTMBHOCTI /I AUTUHY, TEPMiHOBOI JOIOMOTU B pasi
KPOBOBUIMBIB, i ajlantanii aKTMBHOCTI, IKi MOXXYTb 3Ha-
Ho6UTHUCA MiC/A KPOBOBIU/IMBIB.

» JIikyBaHHS TOCTPUX KPOBOBU/IMBIB, XPOHIYHOTO CUMHOBITY
i XpOHIYHOI apTPOIATii 3 BUKOPUCTAHHAM Pi3HUX METOJIB, BK/IIO-
a4y ri[poTepanio, Temno, aifl, e1eKTPOCTUMY/IAII0 HEPBIB,
iMITy/IbCHY [liaTepPMil0, YIbTPa3BYK, a TAKOX Pi3Hi OpTe3u JJIs I10-
JIeTIIeHHA 600 Ta BITHOBIEHH A QYHKI[IOHATBHOCTI.

IIcesdonyxnunu

1. IlceBponyXnMHY — Li€ NOTEHLIJIHO 3aTPO3NMBUIL A1 XKUTTA
CTaH KiHIIBOK, YHIKaJIbHUII /1A reMOGiil, IKUIT pO3BUBAETHCA
B pe3y/IbTaTi HeaJeKBaTHOTO TiKYBaHHS KPOBOBMUIMBIB B MAKI
TKAaHWHY, 3a3BIYall y MS131, IPUIETTI §O KiCTKI, AKi MOXYTb 6yTH
6esnocepeHbO ypaxkeHi. BoHu HalfdacTille cIocTepiraroThCs
B IOBIil1 Tpy6uacTiit kicTii abo Tasy.

2. 3a BiICyTHOCTi MiKyBaHHA IICEBJONYX/NIMHA MOXe NOCATTU
Be/IMYe3HNX PO3MIpiB, YUMHAYM TUCK Ha HEPBOBO-CYJAMHHI CTPyK-
TYPU Ta IPU3BOJAYM [0 IIATONOTIYHUX IIepeIoMiB. ¥ LIKipi Moxe
YTBOPUTUCS HOPULIA.

3. [liarHO3 CTaBIATH WIAXOM (i3MYHOrO BUABIEHHA
JIOKa/1i30BaHOI MacM.

4. PentrenorpadiuHi faHi MOKa3ylTh Macy M’AKOI TKAHUHU
31 3pyJ/IHOBaHOIO IIPUJIETTION KiCTKOIO.

5. binbwm meTanbHy i TOYHY OLIHKY IICEBJONYXIMHM MOXHa
OTpUMATH 3a JOIOMOTOI0 KOMIT I0TepHOI ToMorpadii Ta MaruiTHo-
PE30HAHCHOTO NOC/i/I)KEHHS.

6. JIikyBaHHA 3a/lIeXXUTh Bif Micus, posMipy, TeMIIiB 3po-
CTaHHA Ta BIUVIMBY Ha IPUJIEIT CTPYKTypu. Bapiantu nikyBanus
BKJ/IIOYAIOTh 3aMillleHHA (GaKTOpa Ta CIOCTePEXXEeHH, acIipaliio
i xipypriuny abmsuiio.

» PexoMeHy€eThCA MIECTUTIKHEBNIT KYpC TiKyBaHHA (ak-
TOPOM 3 NOJaNIbIIUM IIOBTOPEHHAM MarHiTHO-Pe30HAHCHOIO
mocnifKeHH. K0 MyX/IMHa 3MEHIIYETHCA, MPOROBKYBATH




KepiBHMUTBO 3 NnikyBaHHs remodinii

TiKyBaHHA (PaKTOPOM i IepioANIHO MOBTOPIOBATI MaTHiTHO-
pesonaHcHe gocrimkeHHs. (PiBenn 4) [42, 43]

» k1o HeoOXifHO, IpOBeCcTU XipypriuHy omepauiio; BoHa
IIpoiifie Habararo Jieriie, KO MyX/IMHAa CKOPOTHU/IACS B PO3Mipax.

» Acmipanis mceBAONMYXINMHYU 3 HACTYHNHOIO iH’€KIi€l0
¢i6puHOBOTO KI€I0, apTepianbHOW eMbonisamieo abo
PEHTreHOoTepaNli€elo Mo)Ke JOMOMOITH 3aTO€HHIO TeAKUX NOo-
IKOMKeHb. [Ina iHMNUX Moxke 3HagoOUTHCA XipypriuHa
onepanis (Pisens 4) [44, 45]

» Bupjanenns Xipyprivoum IJIAXOM, BKIOYAKOYM aMITyTallilo
KIHI[iBKY, MOXe 3HaJOOUTHCS /IS BETMKUX IICEBJOIYX/IUH, 0CO-
6/1MBO SIKIIIO BOHM CIIPUYMHSAIOTH €pO3il0 BEMMKIUX KiCTOK. Bemuki
IICeBIONYX/INHYU B YepeBHill HOPOXXHMHI MOXKYTb 6yTH 0COOMMBO
Ba)XXKMMM AJIA XipypriuHoro mikyBaHHsA reModinii; Xipypriuuy
omepanio MaoTh NPOBOAUTH TinbKu Opuragm 3 KOcCBigom
NiKyBaHHA reModiii.

Ilepenomu

1. Y xBopux Ha reMoQisiio mepesoMu 3ycTpiualoTbCA He YacTo,
MOXIVBO Yepe3 Oi/IbIIl HU3bKY 3/JaTHICTb JO IepecyBaHH i 6inbur
HU3bKY iHTeHCUBHICTb (isuyHOI akTUBHOCTI [46]. OgHaK XBO-
puit 3 reModiTi4HOI0 apTPOMATIEI0 MOXKEe PUSUKYBATH OTPUMATH
IepeIoM) HaBKOIO CYITI06iB 3i 3HAYHOI0 BTPATO0 aMILIITyAH
PYXIMBOCTI Ta B KiCTKaX 3 OCTEOIIOPO30M.

2. Ina miKyBaHHA IepeoMy NOTPiOHO HeraifHe 3aMilleHHA
¢daxkropa. (PiBens 4) [46-48]

3. PiBHi pakTOpiB 3rOpTaHHS CITif MiZBUINTH, HIOHAIMEHIIIe,
mo 50% i migTpuMyBaru Bix TphOX A0 mATK AHIB. (PiBenb 4) [3,
46-48]

4. Binpin HU3bKI piBHI MOXKHa Oyfe migTpumysaTu Bif 10 fo 14
[HIB, JOKU Ilepe/IoM He CTabini3yeTbcs, Ta A HOIepefKeHH A
KPOBOBIM/IVBY B MSIKi TKAHMHIL.

5. IInaH niKxyBaHHA Ma€ BiANOBiflaTM OKpeMUM THUIIAM
TIIepe/IoMiB, BK/TI0Yal0Uy ONepaTUBHE NiKyBaHHA IPU afIeKBATHOMY
BBefleHHI KOHLIEHTPaTiB aKTOpa 3STOPTAHHS.

6. Cnig yHMKaTy HUPKYIAPHUX TiICOBUX MOB’A30K; Kpalle
HaJlaBaTy IepeBary Bukopucranumo munu. (Pisens 4) [46]

7. st cxnmapanx/indikoBaHMUX IepesioMiB MOXYTb 3HaJOOUTHCA
30BHiLIHI ikcaTopu [49].

8. TpuBanoi iMmmo6inisanii, Aka Mo>ke MPU3BECTH JO 3HAY-
HOTO 00MeXeHH aMIUTITYiM PyXy B IPMIEITNX CYITN06ax, cifn
YHUKATH.

9. [Ins BiTHOBIEHHA aMIUIITyAYM PYXIMBOCTI, M30BOI CUIN
i pynxiionanpHOCTI isioTepamniio ¢ HOYMHATI, LIOIHO IepeIoM
crabimisyerscs. [39].

IIpunyunu opmoneduunoz0 xipypziunozo0 6mpy4anua npu
2emodpinii

JuB. BaX/1MBi NpUHIMIN, AKi CTOCYIOTbHCA NPOBEJIEHHA
xipypriunux mpouenyp xBopuM Ha remodiniio, B posgini
«Xipypriuti Ta iHBa3uBHi pouexypn». OKpemi MUTaHHS, TOBA3aHi
3 OpPTONEAMYHUM XipypriuyHMM BTPyYaHHAM, BKIIOYAIOTh Ha-
CTyTIHE:

1. Xipypru-opTomneay MaloTh OTPUMATH CIeljiaibHe HaBYaHHA
[1A IIPOBefieHH A XipypriyHOro MiKyBaHHA XBOPUX Ha reModiniio [3].

2. Ilpu BUKOHAHHi NMIaHOBOI XipypriuHoi omepamii
Ha TeKiIbKOX FiAHKAX B OXMH i TOI Ke 4ac a00 mocTagiintHo
PO3YMHO Ilepef6aunTi BUKOPUCTAHHA KOHIEHTPATiB PaKTOpiB
sropranns. (PiBens 3) [50)]

3. Mo>xHa BUKOPMCTOBYBATH MiclieBi mpemapaTiu, 1o Copus-
10Th 3ropranHio. Pi6puHOBUIT K/Teil KOPUCHUIT KIS KOHTPOIIO

NPOCOYyBaHH:A NpU NPOBENEeHH] onepanii Ha BeTUKUX MIOI M-
Hax. (PiBens 3) [36, 51, 52]

4. MlicnaonepaniitHuit KornAg 3a XBopuMn 3 remodiniero
BMMArae peTeTbHOTO CIOCTepPeKeHH 3a 60/1eM i YacToro BIKO-
PHCTaHHA BUCOKMX 103 6071e3acOKiInBIX TiKapchKHX 3ac00iB
6e3mocepenubo B micnsonepaniitnuii nepiox. (Pisens 5) [36]

5. BaxkuBuit fobpe HamarofKeHuit 3B’130K 3 OpUrafomn
micnsionepaniiiHol peabimitauii [39]. 3HaHHs feTasneil BUKOHAHOI
omepalii Ta IepefomepaLiiiHuii CTaH CYI7I06iB JO3BOMUTD IOJIET-
IIUTY ITaHyBaHHA BifIOBifHOI mporpamu peabimiTarmii.

6. Ilicnsgonepanifiny peabimiTanilo Mae MpoOBOAUTH
¢isioTepameBT 3 OCBifOM TiKyBaHHA reMOQiil.

7. Y xBopux 3 remodiniero peabimiraris MoxXe IPOXOAUTU
MOBi/bHiIIE.

8. [lns Toro, 106 J03BONUTYI XBOPOMY poOUTH BifmoBifHI
BIIpaBMU Ta 30inblIyBaTy 06CAT PYXiB, BaXX/IMBUIL afileKBaTHUI
KOHTPOJIb HOII0.

9. IIi mpMHIVIIM TaKOX 3aCTOCOBHI Ipu Qikcauii mepenomis
i Busja/ileHHA IICEBOMYX/INH.

6.2. Iuri6iropu

1. «IHri6itopu» npu remodinii cTOCYOTHCS aHTUTIN
imynorno6yniny (IgG), ki HelTpaIi3y0Th GaKTOPY 3TOPTAHHA.

2. Ha cporopui, Kony KoHIIeHTpaTu GaKTOpiB 3rOpTaHHSI MPO-
XOfATD BiAIOBIAHY BipycHY iHaKTMBaLilo, iHribiTopu daxTopis
FVIII i FIX BBa)Kar0ThCsA HAMCMIBHIIIMMU YCK/IAJHEHHAMY IPU
nikyBaHHi remodiii.

3. IlpucyrHicTb HOBOTO iHTibiTOpa CIif IMifO3pIOBATI ¥ OYAD-
AKOTO XBOPOTO, AKMII KTiHiYHO He BifNOBigae Ha MiKyBaHHA
(daxTopaMu 3ropTaHH:A, 0COGINBO AKINO BiH paHinle BixmoBigas
Ha TakKe TiKyBaHHA. Y Lili cuTyanii maHcyu Ha MOBEpHEHHA
IO HOPMH i Iepiofi HaIiBBUBeJeHH: IepeIUTOro GpakTopa 3rop-
TaHHA CU/IbHO 3HVIKYIOThCA.

4. Inri6iTopu 4acTilte 3yCTPi4aloThCs Y XBOPUX 3 BXXKUMMU POp-
MaM11 reMOdiii B TOPiBHAHHI 3 XBOPMMIU 3 IIOMIPHOIO 260 JIETKOIO
dbopmamu remodinii.

5. KymynarusHa 4acToTa (TO6TO PU3UK IPOTATOM XXUTTA) PO3-
BUTKY iHTi6iTOpa mpu BaxkKiit reMoginii Tumy A 3HaXogUThHCA
B gianmasoni 20-30% i mpu6mmsno 5-10% mpu noMipHii Ta nerkin
¢dopmi 3axBoproBaHH [53-54].

6. Y posBMHEHMX KpaiHax IpM TAXKKiil Gpopmi remodinii tumy
A iHribiTop B cepef[HbOMY PO3BUBAETHCA [O 3 POKIB XUTTH
i panimre. ITpy moMipHiit Ta nmerkiit remodinii Tumy A ixribirop
po3BUBa€eTbCA Ompkde 10 30 pokiB i YacTo cHOCTepiraeTbes mpu
iHTeHcuBHOMY nikyBaHHi ¢pakropom FVIII mix vac xipypriuxoi
onepariii [55, 56].

7. Ilpu TsoKKiit reModinii iHribiTopy He 3MiHIOIOTH TOKaIi3alliio,
9acTOTY 4M TSDKKicTh KpoBoBMIUBiB. [Ipyu momipHiit abo erkin
reModiiil iHribiTOpM MOXYTh HeTpani3yBaTy eH/JOT€HHO CUH-
tezoBaHuit ¢paxrop FVIIL mpu npoMy pakTUYHO HEePeTBOPIOIOYN
(beHOTHUII XBOPOTO Ha TAXKMUIL.

8. IIposiBM KpOBOBMINMBIB NPy MOMipHilt/merkiit remodinii,
ycKknagHeHii iHribiTopamu, yacrille HaragyoTb IPOSABY, LIO
CIIOCTEpIraloThCsA y XBOPUX 3 HabyTolo reModiniero Tumy A (depes
ayroantuTina ¢axropa FVIII 3 Benukum mepeBaxaHHAM
HiAMKIPHYX, Y CTM30BY OOOIOHKY, YPOTreHITa/IbHUX i MITyHKOBO-
KUIIKOBMX KPOBOBMINBIB. [57]. OTKe, pUSUK CUIbHMX YCK/Ia{HEHb
a60 HaBiThb CMEPTE/IPHOTO Pe3y/IbTAaTy Bii KPOBOBUINMBY ¥ LMX
XBOPUX MOXe OyTH 3HAYHUM.

9. Inri6iropu Habararo pifue 3ycrpivaoTbes npu remodinii B
i MalOTb Miclie y MeHII HiXX 5% ypa)keHUX XBopux [58].
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10. Y Bcix BumafKax iHri6iTopu yCcKIafHIOOTb MiKyBaHHA
remodinii saMiHHMMM KOHIleHTpaTaMu ¢aktopis. Tomy xBopi,
AKi mepebyBaloTh Ha Tepamii (aKTOPOM 3TOPTAaHHS, TOBMHHI IPO-
XOJIMITH CKPUHIHTOBI TeCTU Ha PO3BUTOK iHTibiTOpA.

11. IligTBepA KeHHA MPUCYTHOCTI iHTi6iTOpa Ta MigpaxyHOK
TUTPY BUKOHYEThCA B Taboparopii, mepeBa>kHO 3 BUKOPICTaH-
Ham Higxemeren-moandikoBaHoro ananisy beresga (mus. «Te-
cTyBaHHA iHribiropa»). (PiBens 1) [59, 60]

12. [litaM cKpuHiHT Ha iHribiTOpu CIif HpOBORXUTH OAUH
Pa3 KoxHi 5 gHiB miKyBaHHA (pakTopoM #o 20 AHIB TiKyBaHHH,
KoxkHi 10 gHiB mikyBanHA pakropom Mix 21 i 50 ;HeM TiKyBaHHS,
i, mpuHaiiMHi, ABa pasu Ha pik nmpoTAarom 150 gHiB MTiKyBaHHA.
(PiBens 5) [61]

13. Ina gopocnux, mo 6inpm Hix 150 gHiB oTpUMYyBann
NiKyBaHHA (PaKTOPOM, KpiM 6-12-MicA4HOI OLiHKY, OyAb-AKa
BificyTHiCTh peakuii Ha 3aMiCHY Tepanilo KOHIIeHTPATiB afiek-
BaTHOTO (aKTOpa y XBOPHX, AKi paHillle Many peakiilo, € mo-
Ka3aHHSAM /IS OL[iHKY Ha HasABHICTH iHribiTOpa. (PiBens 3) [56,
62-64]

14. BumiproBaHH iHTi6iTOpa CITiff TAaKOXX MPOBOAUTH Y BCix
XBOPUX, AKi iHTEHCHBHO MiKyBaIuCcA HPOTATOM IOHAJ IUSITH
BHiB, IPOTATOM YOTHPbOX THKHiB 3 MOMEHTY OCTAHHbOTO B/IN-
Banus. (Pisens 4) [63,65]

15. Inri6iTopu crif TakoX OIiHIOBATH Mepef XipyprivHoro
omepanier a6o AKIIO TeCTH Ha OBEPHEHHA /10 HOPMI He TaKi,
AK OYiKyIOThCS, i AKIIO B MicasgoNnepaniiiHuii nepios KIiHiYHa
peakuia Ha TiKyBaHHA KPOBOBMIMBY HIKYe ONTMMAaXbHOI.
(PiBens 2) [53, 63, 66|

16. IuribiTop HM3bKOI peaklil BU3HAYAETHCA 5K pPiBeHb
iHribiTopa, sSIKMIt MOCTIMHO yTpUMY€EThC Ha piBHI < 5 OB/mi,
B TOIT Yac 5K iHTi6iTOp BUCOKOI peakjil BM3HAYAETHCS 3a piBHEM
>5 Ob/mm.

17. IuribiTopy BICOKOI peakijii MalOTh TEHEHIII0 He 3HMKATH.
Sx1o iX He JiKyBaTu NPOTArOM TPMBAJIOTO 4Yacy, PiBHI TUTPiB
MOXXYTb BIIACTY i HABITh He BUAB/IATUCS, a/le IIPYU IIbOMY IIOBTOPHE
JKyBaHHs OKpEMUMIU IIPOAYKTaMIt GaKTopa yepe3 TPU-ITh FHIB
MO>Ke JaTy IOBTOPHY aHAMHECTUYHY peaK1ilo.

18. Jlesiki iHTibiTOpM 3 HUSBKUM TUTPOM MAIOTh TPAH3UTOPHY
¢dbopmy, 3HUKAIOYM IIPOTIATOM LIECTY MICAIiB ITI0OYaTKOBOTO JJOKY-
MEHTYBaHHS, HE3BA)KAI04YM Ha HellloJlaBHe aHTUTEHHe NTiKyBaHHA
KOHIL[eHTpaTaMu paKTopa.

19. Iuribitopu 3 fy>Ke HU3bKUMM TUTPAMM MOXYTb He BUABIATUCH
TecToM Ha iHribitopu Betesna, a/e MOXYTDb OyTH BUAB/IEHI depes
HM3BbKIII piBeHb IIOBEPHEHH I 0 HOPMY Ta/ab0 CKOPOYEHOTO Mepiony
HamniBBuBeieHH: (T-1/2) mic/s BBefieHH: (aKTOpa 3STOPTAHHSL

HMixysannsa kpososunusis

1. JIikyBaHHA KPOBOBW/IMBIB y XBOpuX 3 iHribiropamu
NoTPiOHO MPOBOANTY 32 KOHCY/IBTAIII 3 IEHTPOM, L0 MA€ FOCBif
ixHporo nikyBaHHs. (PiBeHb 5) [63, 67]

2. Bu6ip nikyBamrbHOro mpenapary CIif IpyHTyBaTu Ha THTPi
iHriéiTopa, sapeecTpoBaHiil KriHiuHiiT peakyii Ha npema-
paT, a TAKOXK BPaXOBYIOYM MicIle Ta XapaKTep KpOBOBUINBY.
(PiBens 4) [63, 68]

3. XBopux 3 iHribitopaMu HU3BKOI peakuii MOXXHa TiKyBaTu
OoKpeMnMu 3aMiHHNMU pakTopamu 3 HabaraTo 6inbuI ByMCO-
KIMU [03aMH, K10 MOXK/INBO, I[00 HeifTpanrisyBaTu iHriéitop
(dakTopoM migBUIEHOT AKTUBHOCTI Ta SyNMHITU KPOBOBIINB
(PiBens 4) [63, 68]

4. XBopux inribiropamMu Bucokoi peakiii B aHaMHe3i, aie
3 HU3BKMMU TUTPaMU, MOKHA TiKyBaTu TAKMM CaMUM YMHOM

IpH HaJaHHi HeBifK/IaXHOI JOMOMOrY, TOKM He Bif6yaerbcs
aHAMHeCTMYHA peaKiid, 3a3BUYAIl Yepes TPU-IATD HiB, BU-
K/II0Yal0uM MOfaiblle TiKyBaHHA KOHIIEHTPAaTaMU, AKi MiCTATH
TinbKY BifcyTHi pakrop. (PiBens 4) [63, 68]

5. Ceunauuit ¢pakrop VIII, mo BUTOTOBIAETHCA 3 IIa3MU
KPOBi CBUHeIl, IPOJeMOHCTPYBaB e()eKTUBHICTb Py 3YIUHII
KPOBOBU/IUBIB y leAkux XxBopux. IIpenaparu, noxigHi Big mmasmu,
3apa3 3aMiHIOITbCA PeKOMOIHAHTOM KOHIIEHTPATy CBUHAYOrO (ak-
topa VIII, Axuit Ha CbOTOAHI TPOXOANUTD KIiHIYHI BUIPOOYBaHHA.

6. IIpu piBHi inri6iropa > 5 OB HM3bKa JIMOBIPHICTD TOTO, 11O
3aMileHH cenudivHoro Gpaxropa 6yne epeKTUBHUM A/ IOLO-
naHHA iHribiTopa 6e3 Tepamii 6e3nepepBHoi iHOY3ii yIbTPaBICOKOL
TO3M.

7. AnbTepHAaTUBHI IIpemapaTy BKIOYAIOTh WIYHTYIOU 3aco6u,
Taki Ak pexkombiHaHT pakrTopa VIla (rFVIIa) Ta KOHLeHTpaTH
npotpombinosoro kommiekcy (KIIK), Bktodatoun ixHi akTBoBaHi
¢dopmu (AKIIK).

8. EdextuBHicTh gBOX 703 rFVIIa i ogniel mo3su AKIIK
B TiKyBaHHA KPOBOBUINBY B CYyr1o0 BUABMIACA IO CYTi
BignoBimHow. (PiBeHb 2) [69]

9. Tpeba 3ayBa>kutu, o AesAKi XBOpi pearyioTb Kpame
HA OJ[VH Npenapar, Hi>k Ha IHIINI1, 0 WiKPecToe HeoOXiTHICTh
inguBinyanisoBanoi Tepamii. (PiBens 2) [69, 70]

10. AHaMHecCTMYHOI IMyHHOI peakIii c/1ify ouikyBaTi y XBOpOro
3 remodiniero B ra inribitopom daxropa FIX, skuit nikyerbcs
KOHIIEHTPaTaMy IPOTPOMOIHOBOrO KOMIUIEKCY — aKTMBOBAHIMM
ab0 HeaKTMBOBAaHMMM — OCKI/NIbKY BCi Iji KOHI[EHTPATU MICTATh
¢axrop FIX.

11. 3 inmoro 60Ky, pM3MK aHAMHECTMYHOI peaklii y XBOpUX
3 reModinieo A Ta iHribiTOpOM, AKMIt TIKYETbCS (AKTMBOBAaHUM)
KOHI[EHTPaTOM IPOTPOMOIHOBOTO KOMIIZIEKCY, MOXe 3MiHIOBaTUCA
3aJIeXKHO BiJi KOHLIEHTPATy Ta BMicTy B HboMY dakTopa FVIII,
SAKMIT 3a3BMYall MiHiManbHMIL. 3rifHo 3 oninkoo, AKIIK mpusso-
ANTH 1O aHAMHECTUYHUX peakyiit npubnusHo y 30% marieHris
3 inribiropamu dakxropa FVIIL

12. Xo4a cmocTepiraBcg iHTepec JO BUKOPUCTAHHSA
iMyHOIpUIHIYYBalbHUX Tepamiit ANnA XBOpUX 3 iHribiTopamu,
iXHA poNb OKM He BU3HAYEHa, i TOKY HeMa€ 3arabHoi 3TOIM PO
IXHE Miclie B TiKyBaHHi TAKMX XBOPUX.

Anepeiuni peaxuii'y xeopux 3 zemopiniero B

1. Maiixe y 50% xBopux Ha remoisiio B 3 iHri6iTopamu MOXyTb
PO3BMBATICS CUIbHI a/eprivHi peak1il, BK/Iovawdy aHadinaxciio,
Ha BBefieHH: ¢pakTopa FIX. Taki peakuil MOXyTb OyTH MepLINM
CUMIITOMOM PO3BUTKY iHTibiTOpa.

2. XBOpUX, AKUM LIOITHO MOCTAaBUIU AiarHo3 remodinii B,
0c006IMBO XBOPKX 3 CiMeliIHMM aHaMHEe30M 3aXBOPIOBaHHA
Ta/a60 3 reHeTMYHMMY AedeKTaMu, CXMIBHUMHU IO PO3BUTKY
iHriéiTopa, cmig mikyBaru B KniHini um mikapHi, Aka Mae
MOK/IMBOCTI TiKyBaTy CU/IbHi alepriydi peakuii mipg gac mep-
mux 10-20 ceaHciB nTikyBaHHA KOHIeHTpaTamMu ¢akropa FIX.
Peaxnii MOKyTh pO3BUBATIHCA Ii3Hillle, a/ie BOHM MOXYTb GyTHn
MeHm cunbHuMHU (PiBens 4) [71-72]

Inoyxuis imynnoi monepanmnocmi

1. Y xBopux 3 TAKKOI0 remodiniero A nikBifanis inriéitopis
YaCcTO MOK/INBA IILAXOM IIPOBefileHHA Tepanii iHAyKLii iMyHHOT
ronepantHocri (IIT). (PiBens 2) (73, 74]

2. Jo tepamii IIT xBopi 3 BMCOKOIO BiffIOBig 10 MaIOTH
YHUKATH ONpoAyKriB ¢pakropa FVIII, mo6 nossomutu tu-
TpaM iHri6iTopa 3MEHIIMTHCA Ta YHUKHYTH HOCTiilHOTO
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aHAMHECTMYHOro 3pocraHHd. Jk BifsHavyanmocd, y meAKuX
XBOPHUX MOKYTb TaKOK PO3BUHYTHCA aHAMHECTUYHI peakmii
Ha HeaKTUBHi Monekynu ¢akropa FVIIL, mo micrarsca 8 AKIIK.
(PiBens 2) [75]

3. OnTManbHuil pexxuM (IpofyKT abo fosa) ana Tepamii IIT
BCe lile BUSHAYA€ThcA. MiXKHAPOAHI BUIIPOOYBaHHA, Y IKUX pOOU-
nocs nopiBHAHHA BBefieHHA 50 MO/KT Tpu pasyu Ha TYOK/eHb 3 200
MO/xr Ha 06y, 6y/1u HellloZaBHO 3yIUHEH] Yepe3 3aHeIIOKOEHH
3 IpUBOAY ix Gesmeky (mifBMIleHa KiTbKiCTh BHYTpIlIHIX
KPOBOBIINBIB) B IPYI, B AKii BBOAWM/IN HU3bKY 03y, B OYiKyBaHHI
[leTa/IbHOTO aHa/li3y Ta iHTepupeTanii fannx [76).

4. Peakuis Ha IIT Moxe 6yTM MeHII COPUATINBA § XBOPUX
3 IOMipHOI0//Ierkolo reModiniero [63].

5. [locBix mikyBaHHs XBopux Ha remoinito B repamiero IIT 06-
MexxeHmit. [IpyHIMIN 1iKyBaHHA y IMX XBOPUX CXOXi, ajle piBeHb
ycIixy HabaraTo HIDKYMIL, 0COOMUBO y XBOPUX, Y AKUX iHTi6iTOP
ACOLIII0ETHCA 3 ANIEPTiYHMM J[iaTe30M.

6.Y xBopux Ha reModirnito B 3 inribitopom Ta icTopieto Bupaxe-
HUX ajepriynnx peakuii Ha pakrop FIX mig gac repamii IIT mosxe
PO3BUHYTHUCA HeQPOTUYHUIT CUHAPOM, AKIUIT He 3aBXAU 060pOT-
HUI MiC/IA 3aKiHYeHHA Liel Tepamii. PeXXnMu anbTepHaTUBHOIO
MiKyBaHH:A, BKIOYaK04M iMyHOIIPUTHIYYBa/IbHY TEPAILil0, 3TifHO
3i 3BiTamu, ycmimHi. [77].

Xeopi, w0 nepexodamv Ha HOBI KOHUeHmMpamu

1. [Ina Beny4esHoI 61bIIOCTI XBOPUX MepeXif Ha iHII mpera-
paTu He IPU3BOLUTS 1O PO3BUTKY iHTibiTOpA.

2. OpHak, B OKpeMUX BMIafKaX, 3 BBeJleHHAM HOBMX
KOHILIeHTpaTiB akropa FVIII inribitopu posBuBaanucsa y XBOpUX,
AKi BIlepllle OTPMMYBa/y NTiKyBaHHA.

3.V Takux XBOpUX iHri6iTopu 3a3ByM4all 3HUKAIOTH MiC/IA IpHU-
IIMHEHHSA BBeJIeHHs HOBOTO ITpenapary.

4. 3a xBOpUMU, AKi HepeXoxATH Ha HOBi KOHI[eHTpaTH Paxk-
TOpa, CIif CIOCTepiraTu Ha MpegMeT PO3BUTKY iHribiTopa.
(PiBens 2) [53]

6.3. YcK/IagHeHH, 1[0 BUHUKAIOTH Yepes iHdekil, aki nepe-
BAIOTHCA MPU NepeTNMBaHHi KpoBi, Ta iHmni ingexmii

1. ITosiBa Ta mepegaya indexuii BIJI, Bipycy rematuty B i Bipycy
rematuty C depes mpemapaTit GpakTOpiB 3TOPTaHHS IpU3BeIa
10 BMCOKOI CMepPTHOCTI XBOpUX Ha remodiniio y 1980-x pokax
i Ha moyartky 1990-x pokis [78, 79].

2. baraTo gocnifkeHb, IpOBEAEHUX B YCbOMY CBiTi, BKa3yIOTh
Ha Te, 1110 lepefaya iHexuiit BIJL, Bipycy remaruty B i Bipycy rematuty
C 4epes KoHLleHTpaTH (haKTOpa MaiKe Lii/IKOBUTO ycyHeHa [80,81].

3. e crano pesynbTaToM BXMBAaHHA NeAKUX 3aXO[iB LIONO
HOM AKIICHHS PU3UKY, AKi BKIIOYAI0Th peTeIbHNIL Bifbip JOHOpiB
i ckpuHiHT 11asMy, eeKTUBHUX KPOKIB [/ 3HUIIEHHA Bipycis
Iijl Yac mpouecy BUTOTOBIEHHA Ta IPOrpecy B 4yT/IMBOCTI
HiaTHOCTUYHVX TeXHOJIOTilT BUAB/IEHH Pi3HIX HaTOreHiB [82].

4. 3a ocraHHi fecATb POKiB, 0CO6MNBO B PO3BMHEHUX
KpaiHax, Oy/u IpuitHATI KOHLEHTpaTu peKoMbiHaHTIB dakTopa.
PexoM6iHaHTHI IPORYKTU 3p0OM/IN 3HAYHNIT BHECOK B 3HVDKEHHS
PUBNUKY iHEKIIi.

5. ITosiBa Ta BTOpMHHA HOsiBa iHdeKuii, 6arato 3 AKUX
HECHPUIHATINBI 10 HaABHUX 3aX0JiB 3i 3HIMO)KEHHA PU3UKY,
cTaBATh HOBi 3aBganus. i indekuii BkmoyaoTh Bipycn 6e3
ninifHoi 0607OHKY 1 PioHM, AKi FOCI BaXKKO MifFAI0THCS METOAM
IiarHOCTMKM Ta sHuIIeHHA. [81, 83, 84].

6. Y Mipy mosiBM HOBMX MeTOJiB NiKyBaHHA B Liil cdepi, 1o
IIBUAKO 3MIHIOETCS, iHEKILi], 10 ITepefaloThes Y IepennBaHHi

KpOBi y XBOpux Ha remodinito, HaiiKpaije KOHTPOMIOOTHCS
daxisuem.

Ipunyunu nixysannsa BUI-indexuii npu zemodpinii

1. 3HaHHA Ta gocBif B mikyBauHi BIJI-iHdikoBaHUX XBOPUX
Ha reMoiifo B jaHmit yac obMexxeHi Kibkoma cepissMu BUIIaKiB
i sBiriB. Tomy nikyBanusa BIJI-indekuii y xBopux Ha remodiniio
IIMPOKO OOTOBOPIOETHCS B MOCIOHMKAX, IPU3HAYEHUX /IS Hace-
JIeHHS, 10 He XBopie Ha remodisiro.

2. B paMKax nporpaMu HaIiAay 3a NepelBaHHAM KPOBi Bci
XBOpi Ha reMo(inilo, AKi OTPUMYIOTD TiKyBaHHA MpeNapaTamm,
NOXiZHMMM Bif INIa3MU, 10 He NPONIIIK afeKBaTHOI BipycHOI
iHakTMBanii, MaloTh MpoxoauTu TecT Ha BI/I-indekiiro, mo-
HalIMeHIIIe, KOKHi 6-12 MicAmiB i 3a KTiHIYHMMY TOKa3aHHAMI.
(PiBens 4) [85]

3. JiaTHOCTUKA, ICUXOTepalis, MOYaTOK NiKyBaHHA Ta CIO-
crepesxeHHa BI/I-indexnii, a TakoX TiKyBaHHA yCKIaj-
HeHb, NOB’13aHNX 3 BI/I-indexuiero, y inpikoBaHUX XBOPUX
Ha reMoQirilo MalOTh 6yTU TAaKMMIU X, AK y HaCeTeHH, [0
He xBopie Ha remodinir. (PiBens 2) [86, 87]

4. KopeH 3 HMHI JOCTYIHNMX K/IACiB TiKapChKMX 3aC0O0iB IpOTH
BI/I-indexnii He MpOoTUNOKa3aHNUII XBOPUM Ha remodiniio.
(PiBens 5) [88-90]

IIpunyunu nixysanns sipycy zenamumy C npu zemoinii

1. Oninka indexuii Bipycy remaruty C y XBopux 3 reModini€io
BKJII0YAE:

®= CepoJIOrilo aHTUTIN #o Bipycy renatuty C And BU3HaYeHHA
BILIUBY;

= [I0/1iMepasHy MAHIIOTOBY peakliilo Bipycy renatuty C i1 XBo-
P¥X 3 TO3UTUBHMMM aHTUTITaMU 10 Bipycy rematuty C;

= BII3HAUEHH: TeHOTUIy Bipycy renatuty C y XBOpUX 3 HO3UTUB-
HOI0 I0/1iIMePa3HOI0 JTAHILIIOTOBOI peakiiieo Ha Bipyc remartuty C;

= TeCTU Ha QYHKUIOHYBAHHA Me4iHKM i HeiHBa3sMBHA OLlIHKa
$i6po3y Ta apXiTeKTypy MediHKIL.

2. Icaywui ctTangapTu nikyBaHHaA Bipycy rematuty C -
e nerinboBanmii inreppepon (PEG-INF) i pubasipmH, Aki farors
CTiiKy peakiito Ha Bipyc y 61% xBopux Ha remodiniro. (Piens 1)
[91-96]

3. HoBi aHTUBipyCHi Tepallii B II0O€IHAHHI 3 LIMMM TIKaDCHKMMMU 32-
co6aMu, MOKYTb HOMITIINTY IIOKa3HUKY BipycomorigHoi peakuii [97].

4. Tenotun Bipycy remaruty C i cynyrus indexuis BII symos-
TIOIOTh HEIOCTATHIO PeaKIlilo Ha Tepallilo mpoTu Bipycy rematuty C.

5. YV Tux Bumagkax, KOnyu HEMOKIMBO TOCATTH TiKBigamii
Bipycy renatury C, peKOMEHAYEThCA PETYIAPHE CIIOCTEPEKEHHA
(x0>kHi 6-12 MicALiB) 32 KiHIIEBOIO CTaf{i€0 YCKIa{HEHD 3 OOKY
neuinku. (PiBens 3) [98]

IIpunyunu nixysanns sipycy zenamumy B npu zemodpinii

1. ¥ Bcix xBopux Ha reModiniro, AKi TiKyIOTbCA MpemapaTamMu,
NOXiFHMMM Bif IIa3MU, 10 He NPOIIIIK afeKBaTHOI BipycHOI
iHakTMBaNii, cIi MPOBOXMTY CKPUHIHTOBUIA TECT HA AHTUTEH
renatuty B i anTurina rematury B, monajimeH1ie, KOKHi 6-12
MicAniB i 3a KnTiHiYHNMK nokasanuamu. (Pisenn 4) [99]

2. AxtuBHYy iHdekuilo rematuty B cnig nikyBatu 3rifHO
3 MiclleBUMU KepiBHMIITBAMU Ta HPOTOKOIAM [/s NiKyBaHHA
iHdeKIiTHNX 3aXBOPIOBAHb.

3. XBopum, AKi He MAIOTh iMyHiTeTy 0 Bipycy rematury
B, cnig BBecTM BakuuHy npoTu Bipycy rematuty B. ITicma
BaKIMHAILII CiJ] 3HOBY IlepeBipUTH 3aXJMICHY CEPOKOHBEpCilo.
(PiBens 4) [99-101]




4. XBopux Ha reMo(iito 3 HeBUJ03MiHEHOIO CEPOTOTITHOIO
cnenudivHicTIO CTi 3HOBY BaKIIMHYBATH NOABiIIHOIO 03010
BaKIIVHY IIPOTH Bipycy remaruty B. (PiBens 4) [99, 102]

IIpunyunu nikyeanns 6axkmepianvroi ingexuii npu zemodinii

1. PakTopaMu pusuUKy A1 bakTepiambHOI iHdeKUil A1 XBO-
pux Ha remodiniio € BBefleHHA KaTeTepa Yepe3 BeHO3HUIT [0-
CTYIIL, XipypriuyHa apTpOIIaCTUKa T4 iHILi XipypriuHi BTpy4aHHs
[103-105].

2. 3aranowm, acmipanii cyrno6a s niKyBaHHA TeMapTpo3y
CJIif, YHMKATHM, AKIIO Lle He POOUTbCA Ha PaHHBOMY eTali mpu
BifiIOBiTHOMY BBefieHH] 3amicHOrO (akTOpa i B yMOBax CyBOpoi
crepunbHOCTi [106,107].

3. KpoBoBuIMB MIBMJIIE 32 BCE CIIOBINbHUTD Ofy>KaHHA i MO-
cunnTh iHdexio, Tomy itoro cif fo6pe koHTpomosaTy [108].

4.V XBOpuX Ha reMO(biniIo KOHTPOJb [ Kepena iH(beKuii Haf-
3BUYATHO BakvuBuit [109,110].
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7. PIBEHD IINTA3MOBOI'O ®akropa TA TPMIBA/IICTD
JIIKYBAHHA

7.1 Bu6ip nporokoniB Tepanii samimenns ¢pakTopa

1. CniBBifHOIIEHH, TIOKAa3aHe Ha PUCYHKY 7-1, Mi>XK MOXKTMBUMM
IIPOTOKOIAMM 3aMiCHOI Tepaii (pakTopa Ta 3araJIbHIMM pe3y/ibTa-
TaMU, IPECTaB/IAE METOMM, AKi C/Iifi BUKOPUCTOBYBATH Y BUOOP]
[IO3M Ta PeXUMY BBe[IeHHA KOHLIEHTPATiB haKTOpa sTOPTaHHA.

2. Xoua To/I0OBHOI0 METOI0 3aMiCHOI Teparmii pakTopa € mosep-
HEHH JI0 LIi/IKOM HOPMa/IbHOT'O KUTTS, I1bOTO HEMOXK/IMBO TOCATTU
HeTailHO ¥ XBOPUX Ha reMOiiio B ycix cUTyalisx.

3.Y BCbOMY CBiTi JOCTYIHICTb JIiKyBa/JIbHUX IIPeNaparis pisHa,
i TOMY TyT BKa3y€ThCs IUMPOKUIA ialla30H 103, AKUMMU JIiKyIOTbCSA
XBOPpi. 3rofloM HU3bKi J03M MOXKHA 361/TBLINTH B MipPy IIOCTYIIOBOTO
3pOCTaHHsA ITI06ANTbHOI JOCTYIHOCTI IIKyBa/IbHMUX IIpenapaTis.

4. Y Tabnuui 7-1 i Tabnuui 7-2 npepcraBieHi WUPOKO
BUKOPUCTOBYBaHi METOAVKM 32 MiKOBUMU piBHAMU daKTopa
IU1a3MM 1 TPUBAJIOCTI 3aMillleHHs, AKi BifoOpaXkaloThb pisHi mpak-
TUKM TiKYyBaHHA B KpaiHaX, B AKMX HEMA€E 3HAUHUX PECYPCHUX

obmexxens (Tabmuist 7-1), i KpaiHax, e ZOCTYI [0 MiKyBaIbHUX
npenaparis oomexxennit (Tabmunus 7-2).

5. Ilpy BUKOpPUCTAaHHI 3HM>XEHMUX [03 [/ JNTiKyBaHHA
KICTKOBO-MA30BMX KPOBOBMIUBIB, IepepaxoBanux B Ta6auui
7-2, MOXKHa Ti/IbKM YHMKHYTU BEIMKOTO YpakeHHS CYII06iB
Ta IHBANMiAN3yI09NX AedopMariil.

6. Binbm Bycoki fo31, nepepaxopani B Tabnumi 7-1, moxa-
3a/1M, 10 IIPY iX BUKOPUCTAHHI MOXKHA YHUKHYTHU TTOUIKOJ KEHHA
cyrn106iB, aje AJIs JOCATHEHH LIbOTO 3a/IMIIAETHCA Ije BUBHAUNTH
OINITUMATIbHY J03Y.

7. OrnapoBi fOCHifi)KeHH, 1[0 TOKYMEHTYIOTb pe3ynbTaTu
NiKyBaHHA KiCTKOBO-M’$30BMX KPOBOBMINBIB i HPOTOKOIN
3amileHHsA paKTOpa, HaA3BUYATHO BaXK/IMBI /I BU3HAYCHH S
IUX OUTAHb.

8. [lo3u mpodimaKTUIHOro 3aMilljeHHs KOHIIeHTpaTiB dpakTopa
BifIpi3HAIOTbCA B Pi3HMX KpaiHaX, a TAKOX B Pi3HUX LIEHTPAX Y Tiil
caMiif KpaiHi.

9. 3a3Buyail BUKOPUCTOBYBaHi [03M 3aMilleHH:A
npo¢inakTuyHoro paxkropa craHoBIATH 25-40 MO/Kr 2-3 pasu
Ha TIDKJAEHD B KpaiHaX 3 MEHLIMMHU PeCypPCHIMMU 00MeXeHHAMM
(muB. mogpobuni B pospini 1) [1-3]

10. Y curyaniax, ge pecypcHi o6Me>KeHHA Ha MOCTaBKY
KOHIIeHTpaTiB ¢akTopa BMi, NpodiTaKTUKy MOXKHA ITOYU-
HaTH 3 6inb1 HU3BKUX 103 10-20 MO/Kr 2-3 pa3u Ha TIDKJEHb.
(PiBens 2) [4,5]

PUCYHOK 7-1: CTPATETTI 3AMIIIEHHA ®AKTOPIB Y PI3HOMY BIIII TA MOTO BIUIVIB HA PE3YJIBTATU
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TABJUIIA 7-1: TIPOTIOHOBAHI ITIKY PIBHA ®AKTOPA ITJTASMM TA TPUBAIICTD IOTO 3ACTOCYBAHHSA (KOIV HEMAE

3HAYHNX PECYPCHIX OBMEJXEHD) [6]

FEMO®INIS A
BAXAHMWM PIBEHb (MO/
TN KPOBOTEI on TPUBAJIICTb (IHIB)
Cyrno6 40-60 1-2, moxe 6yTh AoBLe npy

HeapeKBAaTHIM peakuii

Hernuboki M's31/6e3 nowkoaxeHHs

CYAMHHO-HEPBOBOFO MyyKa 40-60 2-3, iHopi goBLe npu
(3a BHHATKOM KNyBOBO-NONEpPEKOBUX HeaaeKBaTHIM peakuii
m's3iB)

Kny6oeo-nonepekosii rnuboki
M'S31 3 NOLIKOAXEHHSIM CYAMHHO-
HepBOBOro My4Ka abo 3HAYHMMM

BTPATOMM KPOBI

= N04YaTKOBA 80-100 1-2
3-5, iHogi poBlwe yepes

= NigTPUMKA 30-60 BTOPMHHY NPOdINaKTUKY nig
yac disiorepanii

LIHC/ronoea
= 104ATKOBA 80-100 1-7
= NigTPUMKA 50 8-21
Topno i wus
= 104ATKOBA 80-100 1-7
= NiATPUMKA 50 8-14

LLinyHkoBO-KMwWIKOBI

= N04YaTKOBA 80-100 7-14
= NiATPUMKQ 50

Hupkosi 50 3-5

Tnuboki capHa 50 5-7

XipypriuHa onepauis (Benuka)

= [lo onepauii 80-100
60-80 1-3
= [licns onepauii 40-60 4-6
30-50 7-14

XipypriuHa onepauis (Hesenuka)

= [lo onepauii 50-80

1-5, 3anexHo Big TMny

= Micns onepauii 30-80 npouepypH

FTEMO®IIA B
BAXAHWUM PIBEHb (MO/
an) TPUBATICTb (OHIB)
40-60 1-2, moxe 6y'rv.1vp.oatue npu
HeafeKBATHIM peakuii
40-60 2-3, inoni noswe npH
HeafeKBaTHIM peakuii
60-80 1-2
3-5, iHogi poBlwe yepes
30-60 BTOPUHHY NpodinakT1Ky nig
yac disiorepanii
60-80 1-7
30 8-21
60-80 1-7
30 8-14
60-80 7-14
30
40 3-5
40 5-7
60-80
40-60 1-3
30-50 4-6
20-40 7-14
50-80
30-80 1-5, 3anexHo Big TMny

npoueaypu
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TABJINIIA 7-2: TIPOITOHOBAHI MIKU PIBHA ®AKTOPA TIJTIA3MU TA TPUBAJIICTb MOTO 3ACTOCYBAHHA
(3A HAAIBHOCTI 3HAYHMX PECYPCHMX OEMEXEHD)

TEMO®INIA A TEMO®IJIF B
BAXAHWIA PIBEHb BAXAHWI PIBEHb
TN KPOBOTEMI (MO/4nN) TPUBATIICTb (OHIB) (MO/an) TPUBANICTb (OHIB)
Grmats 10-20 1-2, moxe 6yTH goBwe npu 10-20 1-2, moxe 6yTH goBwe npu

HeapeKBaTHIM peakuii HeapeKBaTHIM peakuii

Hernuboki M'a31/6e3 nowkoaxeHHs

CYAMHHO-HEPBOBOrO Ny4Ka 10-20 2-3, iHopi poswe npu 10-20 2-3, iHopj poBwe npu
(3a BUHATKOM KNyBOBO-NONEPEKOBMX HeapeKBATHIM peakuii HeapeKBaTHIM peakuii
M's3is)

Kny6oso-nonepekogi i ranboki
M'S131 3 NOLIKOAXEHHSIM CYAMHHO-
HEpBOBOrO My4Ka a60 3HAUHUMM

BTPATAMM KPOBI

= 104ATKOBA 20-40 15-30
3-5, inopai posuue yepes 3-5, iHopai posuue yepes
= igTPUMKA 10-20 BTOPMHHY NpodinakT1Ky nia 10-20 BTOPMHHY NPOdinaKTUKy nig
yac disiorepanii yac disiorepanii
LIHC/ronoea
= 0YAaTKOBA 50-80 1-3 50-80 1-3
. 30-50 4-7 30-50 4-7
nigTPUMKA 20-40 8-14 20-40 8-14
lopno i wus
= 104ATKOBA 30-50 1-3 30-50 1-3
= NigTPUMKA 10-20 4-7 10-20 4-7

LLnyHkoBoO-KMwWKOBI

= OYATKOBA 30-50 1-3 30-50 1-3
= igTPUMKA 10-20 4-7 10-20 4-7
Hupkogi 20-40 3-5 15-30 3-5
[nuboki cagHa 20-40 5-7 15-30 5-7

XipypriuHa onepauis (senuka)

= Jlo onepauiji 60-80 50-70
30-40 1-3 30-40 1-3
= [licna onepauii 20-30 4-6 20-30 4-6
10-20 7-14 10-20 7-14

Xipypriuta onepauis (Hesenuka)

= [lo onepauiji 40-80 40-80
5 e G 20-50 1-5, sanexHo Big TMny 20-50 1-5, sanexHo Big TUny
npouegypu npouegypH
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TMOITATOK I: OKCOOPICHKUM IIEHTP JOKA30BOI MEIVIIVHNA, PIBHI TOKA3OBOCTI 2011 POKY

MATAHHA KPOK 1 (PIBEHb 1*)
Hackinbku MicueBi Ta noTouHi ornsamn
NowWMpeHa us POHAOMI30BAHMX
npobnema? (a60 nepenuc)
e .
. 4 CucTteMaTUYHMMA ornsag
BIQrHOCTMYHE . .
a6o iHAMBIAYQNbHMX NONEPEYHUX
pocnigXeHb 3 NOCTIMHUM
KOHTpOJbHE
2 30ACTOCYBOHHSM €TANOHHOTO
eunpoBysanna? CTAHAAPTY | MOCKYBAHHS
(Diarnos) pTY 4

LLlo cTaHeTbCs,

AKLLO MM CucrematnuHmi ornsp,

He BKJIIOYUMO rpynoBMX AOCAiAXEHb Bif,
Tepaniio? nouyartky
(Mporxos)

CucTeMaTUuHMI Ornap,
PAHAOMI30BAHUX
BuMnpobysaHb a6o

Yu ponomarae
e BTPYUYQAHHS
(Kopucrs Big

A AOCAIAXEHHS 3Q YYACTIO
NiKyBaHHs)
OAHOro XBOPOro
CuctemaTMuHui ornag
POHAOMI30BAHUX
AOCNiAXEeHb, CUCTEMATUYHUNA
Aka ornsp rpynosoro
MOLWIMPEHA  pocnigxeHHs TMNY «BMNAZOK-
wkopa? KOHTPObY», AOCNIAXEHHS
(Wkona Big 30 Y4aCTIo OiHOrO XBOPOroO,
niKyBaHHs) npo siKe BU CTABUTE MUTAHHS,
abo HeekcnepMMeHTaNbHe
06CTEeXEHHS 3 CUNBHUM
edekTom
Ska PIOKICHA CucTeMaTUUYHMIN ornag,
wkopa? POHAOMI3OBAHMX AOCAIAXEHD
(Lkopa eip abo gocnipXeHHs 3a yyacTio

niKyBaHHS) OfIHOrO XBOPOro

Yu Bapto
NpOBOAMUTH LN
TecT (paHHboOI
BIraHOCTHKM)?
(CkpwuHinry)

CucteMaTMuHUA ornsg
PAHAOMI30OBAHMX AOCIAXEHD

KPOK 2 (PIBEHb 2*)

CucteMaTMYHMHA
ornsg pocnigxeHs, aKi
[O3BONAIOTL 3B'93aTH

iX 3 MicuesMmmn

obctaBuHamm* *

IHamBigyanbHi
nonepeyHi
pocnigXeHHs
3 NOCTIMHUM
30CTOCYBAHHSM
eTANIOHHOro CTaHAAPTY
i MOCKYBQHHS

[pynosi gocnigxerHs
Bif no4arky

PanpoMisosaHe
nocnipxeHHs abo
HeeKcnepuMeHTanbHe
06CTeXEHHS 3 CUIBHUM
edpekToM

IHpuBigyansHe
pPaHAOMI30BAHE
AOCAIAXEHHS
abo (BukniouHo)
HeeKcnepuMMeHTanbHe
nocnigXeHHs
3 CUIbHUM edeKToM

PanpomisosaHi
pocnigXeHHs
abo (BukniouHo)
HeeKCnepMMEHTanNbHi
[OCAIpXEHHS
3 CUNBHUM edeKToM

PangomisoeaHi
pocnigXeHHs

KPOK 3 (PIBEHb 3%

Micuese
HepaHAOMi30BaHE
pocnigxeHHs**

HenocnigosHi
BOCRIgXEHHS,
abo pocnigxeHHs
6e3 nocTiHoOro
3aCTOCYBAHHS
eTANOHHMX
cTanpapTis**

[pynosi gpocnigxeHHs
a60 KOHTpONbHA rpyna
paHaoMisoBaHoro
pocnigxeHHs™*

HepaHpomisoeaHi
KOHTPOMbOBAHI
rpynosi gocnipxeHHs/
AOCAiAXEHHS
3 BiiCTeXEHHAM* *

HepangomizosaHi
KOHTPOMbOBAHiI
rpynosi gocnigxexHs,/
[ocnigXeHHs
3 BifCTEXEHHAM
(nocT-MapkeTuHroee
cnocTepexeHHs)
30 YMOBM, WO €
AOCTATHSA KiNbKiCTb,
W06 BUKNIOYUTH
nowuMpeHy WKoay
(Ons noeroctpokoeoi
LIKOAM TPMBANICTb
BigCTeXeHHs Mae byTu
poctatHa)**

HepaHpomisoeaHi
KOHTPOMbOBAHI
rpynosi gocnipxeHHs/
AOCAIAXEHHS
3 BiiCTeXEHHAM* *

KPOK 4 (PIBEHb 4*)

HocnigxeHHs
cepii Bunapkis**

LocnigxeHHs MeTofOM
BMNAAOK-KOHTPONb,

i «<noraHi» abo 3anexHi

eTanoHHi ctangapT**

HocnipxeHHs cepii
BMNAAKIB AOCAIAXEHHS
MEeToAOM BUNAfOK-
KOHTpPOnb, a60 NporHosHi
rpynosi AOCAiAXEHHS
norauoi skocti**

HocnipxeHHs cepii
BMNAAKIB, AOCAIAXEHHS
MeTOAOM BMMAAOK-
KOHTpOonb, abo icTopuyHO
KOHTPOMbOBAHI
pocnigxeHHs**

HocnigxeHHs cepii
BMMNAZKIB, AOCAIAXEHHS
MEeToAO0M BUNAfOK-
KOHTponb, abo icTopuyHo
KOHTPOsbOBAHI
nocnigxeHus**

HocnipxeHHs cepii
BMMNAAKIB, AOCAIAXEHHS
MeTOAOM BMMNAJOK-
KOHTpOonb, abo icTopuyHO
KOHTPOMbOBAHI
pocnigxerHs**

KPOK 5 (PIBEHb 5)

He sactocoByetbes

O6rpyHTyBaHHS
HQ OCHOBi MEXAHI3MY

He sactocoeyetbes

O6rpyHTyBaHHS
HO OCHOBi MEXAHi3My

O6rpyHTYyBAHHS
HA OCHOBi MEXAHi3My

O6rpyHTyBaHHS
HO OCHOBi MEXAHi3My

* PiBHi MOXYTb 3HM3UTUCA Ha HifCTaBi AKOCTi, HETOYHOCTI, ** Sk 3aBxAuM, cuCTeMaTUYHUIL OT/IAJ 3arajJoM Kpamuii, Hix

HeHamnpaseHocTi gocnimxenns (PICO pocnifkeHHs He BifOBifjaloTh  iHAMBiAyanbHE JOCTiM>KEHH .
nutanHaM PICO), uepe3 HeCHCTEMaTHUHICTD JOCTiAKeHD, a60 Yepes OCEBM PiBHi okazoBocTi po6oyoi rpynu*. «PiBHi F0Ka30BOCTi,
Te, 110 PO3MIp aBCOMIOTHOTO edeKTy AyKe ManeHbkuil. PiBerb MoxxHa — Oxcdopp 2011 pix». OxcdopAchKuit HeHTp [OKa30Boi MenuuuHML. http://

KmacudikyBaTy, AKIO po3Mip edeKTy AyKe BeTUKIUIL. www.cebm.net/index.aspx?0=5653
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TIATHOCTUKA TA JIIKYBAHHA BPOI[)KEHOT
TEMOO®IUIIIL, IO CYITPOBOIKYETDHCS
HAABHICTIO IHTIBITOPIB ®AKTOPIB
3TOPTAHHZ KPOBI VIII TA IX:

(4-me sudanns)

ITirep B. Konninc (Peter W. Collins),' Enizaéer Yenmepc
(Elizabeth Chalmers),” Ienien I1. Xapt (Daniel P. Hart),® Pi JTic-
Hep (Ri Liesner),* Casira Panrapamxan (Savita Rangarajan),’
Keiir Toxc (Kate Talks),® Maiik Binbamc (Mike Williams)”
i Yapns3 P. Xeit (Charles R. Hay)®

'Qaxynvmem meduvunu, Kapoiddcokul ynisepcumem, Ynisepcumem-
coka nikapus Yenvcy, ’Koponiscoxa nixapHs ons xeopux dimeii, Inaszo,
3JTondoHcvKa UKONA MEOUUUHU MA CIOMAMO02iT, Koponiscvka JIOHOOH-
coka nikapus, bapme, Yuisepcumem Koponesu Mapii, /lonoon, *Tpacm
Hauionanvuoi cucmemu oxoporu 30opos’s I'peiim Opmond Cmpim,

*Tpacm ¢pondy Hayionanvroi cucmemu oxoporu 300pos’s Temnuupcoxoi

nikapui, Jlikapua Beiisinecmoyxa ma Ilieniunozo Temnuupy, °Koponis-
coka nikapus im. Bikmopii, Hoioxacn-anou-Taiin, "Tpacm ondy Hayi-
OHANILHOT cucmemu 0xopoHu 300pos’s Bipmiteemcvkoi oumsauoi nikapHi,
bipminzem, ma *Yuisepcumemcoxi nixapni Llenmpanvrozo Manuecmepa,
Manuecmep, Cnonyuene Koponiecmeso

KniouoBi cmoBa: remodinis, inribitop, iHgykuisa iMmyHHol
TOJIEPaHTHOCTI, FeMOCTa3, GpakTop sropraHHs kposi VIII/IX, npe-
mapaTy o6xifgHol mii.

Beryn

Ileit mOKyMeHT OHOBNIOE KepiBHi HacTaHOBM OpraHisanii
nikapiB-cmiBpo6iTHMKIB LHeHTpiB remodinii Cnonyue-
Horo Koponiscrea (UKHCDO) mopo nikyBaHHA BpOMKeHOT
remodinii 3 HasABHicTIO iHri6iTOpiB QaKkTOPiB 3rOpTaHHA KPOBi
VIII/IX (FVIII/IX) (Xeit ma in., 2000, 2006). Iudopmarnis npo
nikyBaHHA HaOyToi remodinii He BkIoOYeHa i posraafaTu-
MeTbcs okpeMo. BinburicTs faHNX crocyoTbs iHribiropa FVIIL,
a pexoMmeHpanii moxo iHri6itopa FIX iHKOMM IPYHTYIOTHCS
Ha Hux. Huspkuit Tutp iHri6itopiB BM3HAYa€TbCA AK < 5 ORU-
Hunb berespa (BO)/mi, y Bucokuit Tutp - ax > 5 bO/mn. Li
KepiBHi HaCTaHOBM IpM3HaYeHi Ana nikapis 3i Cnony4yeHoro
KoponiscTpa, mo crerianisyorbcsa Ha MiKyBaHHI reModinii.
He Bci pexoMenpganii MOXYTb MifXOAUTHU ANA iHIIMX KpaiH
3 BifMiHHMMU YMOBaMM Ta peCcypcaMy OXOPOHU 3[0POB’s.

MeTtoan

Po6oua rpyna meperasHyna BigoMi im my6mikanii pasom
3 HOKyMeHTaMM, BUABNeHUMN Yy 6a3i ganux Pubmed, Bu-
KOPUCTOBYIOUM TaKi KII0YOBi cl10Ba AK reMod)iniﬂ, (baK—
top sropranHa kposi VIII ta IX, inribitopu, anoanrurina,
pexoMmbiHaHTHUIT PpakTop sropraHHsa Kposi VIIa (rFVIIa),
HesoCeseH (NevoSeven), myHTylo4Ya aKTUBHICTb Ipu
HasgBHOCTI iHribiTopiB g0 dakropa sropranus xposi VIII,
aKTMBOBAHMUI KOHILEHTPAT HPOTPOMOIHOBOrO KOMIIZIEKCY,
puTykcumab, nikyBaHHs. Po6ova rpyma Hajaza IpOeKT Ha-
CTaHOBMY, AKUIL OYI0 Y3TOAKEHO Ta MePeragHyTO YIeHaMU
Koncynpraniitnoi pagu UKHCDO. HacranoBy 6yno ocra-
TOYHO Y3TOJKeHO pedepeHTHOI IPYIOI0, MO CKIafanacs
npubnusHo 3 50 remaronoris 3i Cnonydexnoro Koponiscrsa,
bpurancpbknM KoMiteTom 3i craHpapTiB B remaronorii (BKCI)
ta KomiTeramMu bpuTaHCchbKOro ToOBapucTBa reMaTosorii,
i, y pasi HeobxigHOCTI, 6yn1M BKIOYeHi KoMeHTapi. [Ina 3a-
3HaYeHHA piBHIB Ta CTyNeHiB JOKa30BMX JaHUX BUKOPUCTO-

ByBanach cucrema «GRADE», 3 iHpopmauieo npo AKy MOKHa
o3HalloMuTHCA 3a mocunaHHAM http://www.bcshguidelines.
com/BCSH_PROCESS/EVIDENCE_LEVELS_AND_GRADES_
OF_RECOMMENDATION/43_GRADE.html. MeTo10 miei Ha-
CTaHOBU € HafJaHHA IpalliBHUKaM cepy OXOPOHM 3[OPOB’S
NPaKTUYHUX PeKOMEHJaLill IOo#o NiKyBaHHA Nalli€eHTiB
3 reModinielo, B AKUX yTBOpo0ThCA iHribitopu FVIII/FIX,
X04a 06CTaBMHU KOXXHOTO KOHKPETHOTO HMaljieHTa MOXYTb
BMMaraTy 3aCTOCYBaHH:A aNbTePHATUBHOTO Mi/[X0ONY.

basosi npuHIMNIN

[Manientn, wo MarwTs iHribitopu FVIII/FIX, noBuuHi 6yTn
HocTaBjIeHi Ha 067iK y LJeHTpi KOMIIZIEKCHOTO MeIUYHOTO 06-
C/IyTOBYBaHHs XBOPUX Ha reMo(iiio, o Ma€ JOCBif MTiKyBaHHSA
remoinii 3 yTBopeHHAM iHribiTopiB gakTopiB 3rOpTaHHA,
Ta OTPUMYBATU NiKyBaHHA IPU KOOPAMHALII TAKOrO LEHTPY
(31 cnenudikaniero HarjionaapHol cy>K6M MOXHA O3HAIOMH-
tucs Ha caiiti www.akhcdo.org). LlenTpu noBuHHI HafaBaTu
1i108060BYII JOCTYH 4O CTApIINMX JAiKapiB-KMiHIiLMCTIB, 1m0
MAaIOTb HOCBif MiKyBaHHA reModinii 3 yTBOpeHHAM iHribiTopis
bakTopiB 3TOPTAHHA, @ TAKOXK 10 Ta6OPaTOPHUX MOCIYT AN
BMMIpIOBaHHA piBHIB aKTOPiB STOPTaHH:A Ta TUTPIB iHIIOITOPIB.
[TamieHTaM NOBMHHI 3aIIPONOHYBATU Y4YacTh y BiAMOBigHMX
KMiHIYHMX JOCTiJ)KeHHAX, a HOBIZOM/IIEHHS MalTh OyTHU
BKJIIOYEHI 10 BifnmoBigHuX peectpis. [lanienTn y CnonydeHomy
KoponiBcTsi nmoBuHHi 6yTu BkaodeHi fo HamionanbHoi 6asu
maHux remodinii, a iHpopmanito npo ixHi iHribiTopu HeoOXigHO
MOBiZOM/IATY Bifipady micnA i MiATBepAKeHH .

®daxTopu pU3MKY A1 yTBOPeHHA iHribiTOpiB

BusnaHi noTeHuiiHi ¢akTOpM PUBUKY /s YTBOPEHHS
inri6iropis mepeniveno y Ta6muui I. JlikapsAM-KniHiLUCTaM pe-
KOMEH/[YIOTb TepeBipsATy Bci MyTawii npu reModinii A merkoro
Ta CepelHbOrO CTYIeHA y 6asi JaHUX Ha CailTi, IPUCBAYCHOMY
MYTaLisgM, CTPYKTYpi, BUIPOOYBAHHAM Ta I>KepenaM reModinii
A (HAMSTeRS) (www.hadb.org.uk) s BcranoBnenss, uu 6ymo
HOBITOMJ/IEHO ITPO OYAb-AKMIL 3BA30K 3 yTBOPEHHAM iHribiTOpIB.
Hait6nmx4uM 4acoM o4ikyeTbcs 3BiT MixHapomZHOTO
TOCTiI>KeHHA 3 eTioforil iHribiTopiB y maljieHTiB 3 reModinieio
A cepenHboro ab0 JerkKoro CTymeHsA, a TaKOX BIINIUBIB
iMmyHoreHHUX ¢akTopiB Ta pakTOpiB MiKyBaHHA remodinii
(INSIGHT) (Exxappar Ta iH., 2012). Lle gocnigxenHs 3abesme-
YUTb Hallb6inbIy cyninbHy BubipKy maiieHTiB 3 reModiniemo
A 5erxoro/cepefjHbOrO CTyIIeHs, BK/IOUAI0UM JJaH] eKCIOo3NIii,
Ha IIiJICTaBi AKUX JiKapi-KMiHIGUCTU MOXYTb OLiHUTH IIepeBa-
JKaHH iHT16ITOPIB A/ KOHKPETHOI MyTalii /151 peKOMeHAaL il
pillleHb 1M[ORO MiKyBaHHA Y MaiibyTHbOMY. BUSHaHHA TOTO, 110
baxTopy, NOB’A3aHI 3 TIKYBaHHAM, MOXYTb BIIMBATU Ha PO3-
BUTOK iHribiTOpiB, Hafla€ MOXKIMUBICTD 3MIHUTU TiKyBaHHSA
3 METOI0 3MEeHIIEeHHA 1[boro pusukKy. Ciif 3aBXau po3TAARATU
MOXUBIiCTb 3acTocyBaHHA fecmonpecuny (DDAVP), akmo
BiH mifXOAUTh Ipu reModinii A merkoro/cepefHbOro CTYy-
nens (Exxapar Ta iH., 2009, 2011). Ha cboropnimuiin MoMeHT
npu reModinii A TAXKKOro cTymeHs 6y10 [OBefEHO, 10 NNLIe
npodiTaKTUKa MOXKe 3MEHIINTY PU3UK YTBOPEHH iHTibiTOpIB,
IpoTe BCe Ije TOTPi6HO BCTAHOBMUTH, UM MIXONUTD Lie A/ YCiX
nanienris (T'oys Ta in., 2007a; AyepcBanbp Ta iH., 2012).




3nopop g’ Ykpainu

TAB/INIA 1. PAKTOPU PU3UKY V1A PO3BUTKY IHI'TBITOPIB

®DakTop pusuky Edexr MocunaHHs

Mos's3aHui 3 opraHisMom xassiHa

lemodinis A Taxkoro cryneHs:

Haleuwmit pusmnk: HynboBa MyTauis, 3HQ4HI genewii Ta MyTauii, WO BUKAMKAIOTb CTOM-KOJOHM.
Cepegiit pu3ank: iHsepcis iHTpoHy 1 Ta 22, caiT 3poLueHHs.

MeHwuit pusmk: HeBenuka Aeneuis/BCTABKA TA MiCCEHC-MyTaLis.

Onpenbypr ta Masnoea (2006),
loys Tain. (2011),
Brokxoper Taiv. (2008),

Myrauis FeMod;_l_pm Alnequro/Fepengoro cTyneHs: 3a3BU4YAM HU3bKMIM PU3KK, NPOTE creundiuHi 6asa nanmux HAMSTeRS
MyTauii, NOB'a3aHi 3 NiABMLLEHUM PUINKOM.
Ll . o . (www.hadb.org.uk)
lemodinis B taxkoro cryneHs: [ligsuweHUM pUsmK Np1 3HQYHMX fENELisX TA HYNbOBUX I .
. oys Ta iH. (2012)
MyTauisax.
Mpy TouKoBMX MyTauisiX IHFBITOPH TPANAAOTLCA PIAKO.

. lemodinis A TxKoro cryneHs: Bien tain. (2009),
Etniuna i Sy 2-5 pasi o Maxi i (2011
HOHHANEXHICTS inBMIeHMi y 2-5 pasis PU3K Y NALIEHTIB NATHHOOMEPUKAHCLKOTO Ta AGPUKAHCEKOrO QKANiH TA iH. (‘ )

P NOXOAXEHHs MOPIBHAHO 3 NALIEHTAMM EBPOMEOIAHOI PACH. Actepmapk Ta iH. (2001)

Temodinis A TxKoro crynes:

MinBuwEeHNH PU3KK NPU CIMEMHOMY QHAMHE3i Y POAMYIB NEPLIOTo NOKOMIHHS.

YacTota BUHMKHEHHS NpK cimeitHoMy aHamHesi 48% (95% posipuuit inTepean; 35-62),
4acToTa BUHMKHEHHS 6e3 cimeiiHoro anamHesy 15% (11-21).

CimenHuMit aHaMHE3 Actepmapk Ta in. (2001)

loye taiH. (2007a),

Temodinia A Taxkoro crynens: .
Bik npu nepwomy Bnauei 3paeTbcs He MAE BNAKBY. 22:’::5;:?":}&20(72)605)
Bik Pusuk € Hamemwmm y Bini go 5 pokie Ta nigeuwyetses nicns 60 pocis. . . :
Xe#Taiu. (2011),

LeMod;m.m A CepepHLOoro CTyneHs: Maysep-Bynworen 1a in. (2012)
M3MK NiABMLLYETLCS 3 BIKOM.
Temodinis A Txkoro crynes: Xediain, (2011)

Bifl-craryc Huxuni pusuk y pasi BlJT-nosurusroro crarycy.

Mos's3aHui 3 nikyBaHHAM

Temodinis A TxKoro crynes: U
Pu3auk HaMBUIWMIA NpK paHHIX eKCMO3MLIsX i3 MeAIGHHUM YacoM nosieu iHribitopie yepes 10-15 bpeii 1a - (1994),
Jif3 JNawep tain. (1993),
. : .. JNawep ta in. (2003),
MonepepHi aHi Puank meHwmi nicna 150 [IE, npote MOXe NpOSIBUTUCS NPOTArOM YCbOFO XMUTTS. . X
. . Porcuaing ta i. (1998),
excnoauuii (OE) lTemodinis B Taxkoro cryneHs: Mak-Minnak Ta in. (1988)
Pu3nk HaMBULLMIM NPpM POHHIX €KCNO3MLSX 3 MeAiaHHWUM Yacom nosisu vepes 11 E. . . p ’
. s : Wanipo tain. (2005),
MosigomneHHs npo inribitopu cnocrepiraotses go 180 AE. U
. . AL Xe# Tain. (2011)
MosigomneHs npo nisHio nossy iHribitopie He Byno.
Temodinis A Taxkoro cryneHs: loys Tain. (2007a),
Puauk 36inswysascs npu 5 abo Ginswe [E npu nepwomy nikysaHHi. loye ta in. (2007b),
IuTeHcHBHA Femodinis B: Yenmepc Ta in. (2007),
ekcnosuuis Hanux Hemae. Maknit Tain. (2011),
Temodinis A nerkoro cTyneHs: Maysep-byHworen tain. (2012)

Pu3auk 36inbwyBaBcs npu iHTEHCUBHIM eKCnO3uLii.

Temodinis A TsxKoro crynes:
Mpodinaktuka PaHHs npodinakTUka CynpoBoAXyBanacs 3MEHIWEHUM PU3MKOM Y AesKMX peTpocnekTuBux  [oys tain. (2007b)
LOCRIAXEHHSX.

Temodinia A Taxkoro crynens: Dpankini ta Jlinni (2010),
HaHnx npo Byab-aKy pi3HULIO Y PU3MKY NOSIBM iHIIBITOPiB MiX peKoMBIHaHTHWUM Ta oTpumatum lopio Ta iH. (2010b),

Tun KoHueHTpaTy 3 NNA3MM KOHLEHTPATAMM HEMAE. Anepopttain. (2011a),
HeMae nepekoHAMBMX BAHMX LWOAO Pi3HMLI Y PU3MKY NOSBM iHFiBiTOpiB MiX pisHumu TMNamn  Anegopt Ta iH. (2011b),
pekombiHaHTHOro dpakTtopa sroptanHs kposi VIII (rFVIII). lopio TaiH. (2011)

Temodinis A TxKoro crynes:

Pusuk nigsuLLeHWH, SKLLO XipYpPriYHE BTPYHAHHS NOEAHAHO 3 IHTEHCMBHOIO MEPLLOIO

ekcnosuuieio (> 4 [E) nopisHsHo 3 nepoto ekcnosuuieio 6e3 xipypriuHoro eTpyyanns BLU 4 Exxappar tain. (2009),
Xipypriune eTpyuaHHs (95% posipuui intepean, 2-8,4). Exxapar Tain. (2011),

lemodinis A nerkoro/cepeaHboro cryneHs: Maysep-byHwortet ta iH. (2012)

PU3nK nigBULLEHUM NP IHTEHCHBHIM €KCNO3MLIT Y MOMEHT XipYpPriYHOro BTPYUAHHS, 0cobnuneo

npy MyTaLii 3 BACOKMM CTYNEHEM PU3UKY.

TABIUIA IL TIOTEHIINHI ®AKTOPH, IO BIUTMBAIOTD HA PE3Y/IBTAT IHAYKIIIT IMYHHOI TOMTEPAHTHOCTT (IIT).

Pusuk Edexr MocunaHHs
Mikoswi THT Mapiati tain. (1994),
B QHOMHESI P <200 bO/mn, wo cynpoBoaXyBanocs 3 NiABMULLEHOI MMOBIPHICTIO iHayKuii TonepanTHocTi.  Kpowep (1999),
NiMikene Ta Kpowep (2002)
Mapiani Ta i, (1994),
Kponep (1999),

Tutp Ha nouatky IIT <10 BO/mn LliMikene ta Kpowep (2002),

Maysep-byHworeH ta in. (1995)
Mapiani Ta i, (1994),

MauieHTn 3 noraHuUm nporHosom Kpoxep (1999)
100-200 MO/kr/moby siporinHo € 6inbw edekTHBHOW0. MF:',:y3e’;)-5yHLIJCI)TeH Tain. (1995)
Hosa FVIII E.GLI.IEH.TM} FAPHMM NPOTHO3OM . BpakmanH Ta in. (1996),
i3Huui Mix 200 MO/kr/no6y Ta 50 MO/kr 3 pasu Ha TUXAEHb HEMAE, IPOTE TONEPAHTHICTH LiMixene a Kporep (2002)
AOCAranacs WBMAWE NPU CXEMAX BBEJIEHHS BULLMX 03 TA MEHLIMX IHTEPKYPEHTHUX TiMikene (200p3) P !
KpOBOTEYAX. Xett Ta JiMikene (2012)




AiarHocTuka Ta nikyBaHHS BpoaXeHoi remodinii, Lo cynpoBogKyeTbCs
HasiBHicTIO iHriGiTopie ¢pakTopis sropranHs kpoei VIl ra IX

Pusuk Edexr

Mocunanusa

Moranwit nporHos, skwo > 250 BO/mn.
Mikoewi Tutp npwm IIT
MixnapogHoro gocnigxenns IIT.

Danux npo pisuuo y lIT nepwoi ninii Mix oTpuMaHuM 3 nnasmu (pd) Ta pekoMBiHAHTHUM

Tun FVIII FVIII.

Hekontponbosani 3siti npo peakuii Ha pdFVIII nicns nesaanoi lIT nepwoi niwii.

Yac sig nossu

iHribitopa TONEPAHTHOCTI.

Mepepusanns 1T
Kinskicts [1E nepen

T Benuka kinbkicts [IE nos’a3saHa 3i 3HUXEHOO MMOBIPHICTIO TONEPAHTHOCTI.

EtHiyHa

. D,GHMX npo BNJMB HEMAE.
NPUHANEXHICTb

IHdekuis y micui
BCTAHOBNEHHS
NPUCTPOIO BEHO3HOTO
pocTyny

Harkpawmi ingukatop edektusrocti abo Hesgavi lIT npu 6aratomipHomy ananisi

< 5 pokis Mix noseoio Ta nouarkom |IT, cynposogxysanocs nigeuiLeHolo MMOBIPHiCTIO

Mos'a3aHO 3i 3HUXEHOI MMOBIPHICTIO TONEPAHTHOCTI.

EdekT He cnocTepiraecs y nauieHTie 3 rapHum nporHosom y MixHapogHomy gocnigxeni lIT.

Xeit ra [liMikene (2012)

Kpoity ta in. (1996),
lpinaxepi Ta in. (2007),
Kypr tain. (2011).

Kporep (1999),
BpakmanH ta i. (1996),
Maysep-byHworen ta in. (1995)

Jlenk (1999)

Kpoity Ta in. (1995),
HiMikene (2003)

Xen tain. (2012)

Xeittain. (2012)

ITanienTn 3 rapHUM OPOTHO3OM — Il€ MAalliEHTU, B AKUX
tTutp iHribiTopa craHoBuTH < 10 BO/M1 Ta mikoBuUil TUTP
B aHaMHe3i - < 200 bO/my1. [TanieHTH 3 MOraHNMM IIPOTHO30M MAaIOTh
TUTp iHribiropa > 10 BO/Mn abo mikoBuit TMTp B aHaMHe3i > 200
BO/mn.

Pexomenoauit:

o Ananis myraniit FVIII/FIX cnig mpoBecTn y Bcix
HAaLi€HTIB, 0 XBOPilOTH Ha reModiniro A Ta B, ocobnuso
y manieHTiB, AKMM 6y/I0 BHepllle MOCTABIEHO TaKMIil
piarHos (Crynins 2C).

o 3a manieHTamu 3 reModiriero A TAKKOTO CTymeHs, AKi
paHime He mikyBamuca abo mpoxoaunyu MiHiManbHe
NiKyBaHHA i OTpMManN iHTeHCUBHY ekcnosuuniro FVIII
[> 5 guiB excnosunii (JE)], cripg perenpHo cnocrepiraru
Ha mpexMeT yTBopeHHs inribitopis (Crynins 1B). Moxe
PO3IIARATUCH MOKINBICTh PAaHHBOT MPOQiTaKTUKNI
(Crymnins 2C).

o B ycix manieHTiB, mo0 nmorpebyw0Th 3amMicHOI Tepamii
KOHIeHTPAaTOM, BKIHWYaKW4YIM HalieHTiB, 1o
paHime He NTiKyBanmcs, NOTPi6HO 3acCTOCOBYBaTH
pexom6inanTHmit FVIII/IX (Crymins 1C).

o iarHocTuka Ta gocnimxeHHs inriditopis paxropis VIII
Ta IX

AHayti3 Ha HasABHICTB iHTiGITOPIB C/Tif IPOBECTH, SKIIO NAIIEHTH
MaIoTh [IOTaHy KJI{HIYHY Bi/ITOBi/Ib Ha KOHI[EHTpAT a00 MeHIIi piBHI
FVIII/IX, anix ouikyBanocs micns iHQysii KOHLEHTpPATY.

Cnocmepesicenns 3a ineibimopamu

PaHHe BUsABNEHHs MOsBU iHTi6iTOpa € BUpilIaAIbHUM [/Is
MiHiMi3arii aHaMHesy i, KO TUTP iHTibiTOpa He MiBUIYETHCS
noHaf, 10 BO/Mn, Bo3Bosi€ HerallHO PO3NOYaTH iHAYKLiI0 iMyHHOI
tonepanTHocTi (IIT). PaHHe BUABIEHHSA TaKOX OOMEXNTH
eKCIIO3U1Ii}0 HeONITMMAa/IbHOTO TiKyBaHHA. AHaJli3 Ha HAaABHICTb
iHribiTOpiB BMMAraeTbcs mepey IIAHOBYMU iHBaSUBHUMI NIPO-
Lieflypamu, Koy KIiHiuHa abo 1abopaTopHa BiANOBi/ib Ha KOHIEH-
TpaT € HEONTUMA/IbHOIK), a TAKOX IepeJ Ta MiC/A 3MiHM KOHLEH-
TpaTy Ta Yepes 2-3 TVOKHI i/ iHBasuBHOroO nikyBaHHd (2 5 [IE)
260 XipypriuHoro BTpy4aHHs y Halii€HTiB 3 reModini€io 1erkoro
ab0 cepeHbOrO CTyIIEH .

Temogpinia A. Anani3 Ha HaABHICTH iHTi6iTOpIB y mauieHTiB
3 reMoQiTi€0 TAXKOIO CTYMeHs CIif IPOBOAUTU HpUHANMHI
koxxHumit Tpertiit [IE abo koxxHi 3 Micsni, AKIO BBOAUBCS KOH-

LeHTparT, (B 3a/Ie)XHOCTI BijJj TOro, 10 Bi0y/seTbCs paHilie)
mo pmocsarHenHa 20 JE. YV moganbpimomy, aHanis Ha HaABHICTD
iHri6iTopiB cmify mpoBOAUTHU KOXHI 3-6 Micsanis go 150 JIE.
Y 6inbpuIocTi X710M4YMKiB 3 reModiTi€lo TAXKKOTO CTYIeHs IPo-
BOAKUTHCS mpodinaktuka fo 20-ro [IE, a npak TMYHUM IiIXO0M
€ BUMIPIOBaHHA 3a/lMIIKOBUX PiBHIB NpUHAIMHI KOXHi 3-6
Mmicanis: axmo piBui FVIII/IX nigfaroTbca BUMiplOBaHHIO,
HOfja/bllle TeCTYBaHHA He € HeOOXiTHMM, IPOTe SAKIIO piBeHb
cTaHOBUTDb < 1 MO/p, anani3 Ha iHribiTopu moTpibHO MpPOBO-
puru. OfHaK, Taka cTpaTeria Moxxe He BpaxyBaTu iHribiropu
B HU3bKOMY TUTPI, TOMY ii He CIiJi POSTIANATY AK BU3HAYEHH
HasABHOCTI ab0 BifcyTHOCTI iHribiTopa. IHribiTOpU MOXYTb
3IBUTUCA Y OYb-AKOMY Billi, KpiM TOro, IIMOBipHICTb IX yTBO-
peHH:A 3HOBY 3pocTae micnsa 60 pokis (Xeit ma in., 2011), ToMy
TeCTyBaHHA Ha iHTi6iTOpM MOTPi6HO IPOOBKYBATH BUKOHYBATH
1-2 pa3u Ha pik 6e3CTpOKOBO.

Temodpinia A neexoeo/cepednvoeo cmyneus. Y MalieHTiB
3 reModii€eo A 1eTKoro abo cepefHbOro CTYIeHs: aHali3 CIif BU-
KOHYBAaTH I[OPOKY, AKIO iM BBOAV/IN KOHIIEHTPAT, a TAKOX ITic/1A
Oynp-sKoi iHTeHCcuBHOI excriosuuii (= 5 [IE) abo xipypriunoro
Brpy4anHs (Exxapar ma in., 2009, 2011; Maysep-bynmoren ma ix.,
2012). BaxkaeTbcs, 10 y MALi€HTIB 3 reModisieio merkoro a6o
CEpeSHbOro CTYIEeHA 3 MyTal|i€l0 CIOCTEPIraeThCsA MifiBUIIEeHA
4acTOTa MOABM iHTiOiTOPiB akTOpiB 3ropTaHHA (AMB. po3ain 4),
a TOMY B HUX C/IiJi POSTIIAHYTU MOXX/IMBICTb IIPOBEJEHHS TECTY-
BAaHHA Ha {Hri6iTOpY MiC/IA KOXHOI eKCIIO3UIIil.

Temogpinis B

Inribitopu FIX MoXyTh BUKIMKATK aepriuni peakuii Ha FIX,
BK/II0Yar0uM aHadimakcilo, 1o 3arpoxye >xutrio (Boppiep ma in.,
1997; Boppiep ta Jlautep, 1998; [liMixkene, 2007; Pext ma in., 2011),
0cob6nuBo y nanieHTiB 3 fenenisimu rexis (Toprenn ma in., 1999).
bynp-sKa peakuia Bumarae npoBeleHHS aHaji3y Ha HaABHICTb
iHri6iTOpiB Iepes MOJAMBIIOK eKCIIO3NUIIIEI0, OCKINbKY iHTibiTOpK
FIX HaBiTh NpM HAABHOCTI y HU3DKOMY PiBHI MOXYTb BUK/IMKATI
aHaginakcio. Y manieHTiB CIify BCTAHOBUTM HasIBHICTh MyTallil
Bifpa3y mic/is BCTAHOB/IEHHSI [IiarHO3Y, 3 MeTOM0 iffeHTUdiKamil
TUX TIaLli€HTIB, 1[0 MAIOTh 3HAYHi Jle/lenlii TeHiB, OCKiIbKM PU3MK
nosBy iHribitopis FIX maiixe 3aBXau 0OMeXXYEThCS Li€I0 TPY-
noo. ITepuri 20 excrmosuuiit y nauieHTis 3 reModinieo B Tsax-
KOTO CTYIIE€HS CJIiji IPOBOAUTH Y JIiKaPHi 3 JOCTYIIOM [0 IUTAYOrO
peaHiMauifHOTO BifJi/IeHHsI, IPU [[bOMY Lie He 0OOBSI3KOBO Ma€
OyTy LeHTp 3 TiKyBaHH:A reMOQiii.




3nopop g’ Ykpainu

Ananis Ha HaABHicTH iHTibiTOpiB PaKTOpPiB 3ropTaHHA
y manieHTiB 3 reModini€io B TAKKOro CTyIeHA CIifi IPOBOAUTU
npuHaiMHi koxHuit Tpetiit IE abo koxxHi 3 micali, AKIO BBO-
IMUBCA KOHIEHTpAT, (B 3a/Ie)KHOCTI Biff TOTO, 110 BiAOyHeThCA
paHime) no gocaruenHs 20 JJE, He3zanmexxHo Big myTanii FIX.
Y noganbLIOMYy, aHa/i3 Ha HAABHICTb 1HTi6ITOPIB CIify HPOBOJUTH
KOXHi 3-6 Micanis go 150 JIE. [Tosigomnens npo inribiropu FIX
y manieHTiB, mo Manu 6inbiue 150 IE, He 6y10, TOMY IOAaIbliIe
TeCTyBaHHA Ha iHribiTopy, 3a BIACYTHOCTI K/IiHIYHUX ITOKa3aHb,
He IIOTpeOYeThCA.

Jla6opamopHi memoou

Y 1ux KepiBHMX HACTAHOBAX TEPMiH «TeCTYBaHHs Ha iHTibiTOpy»
BKIIIoYae aHanisu beresna, aHanisu Ha inribitopu, pepmenTo-
3B’A3yw04i iMyHocopbenTHi ananisu (ELISA) ta 48-ro-
IMHHe BUMIpIOBaHHA 3a/IMIIKOBMX PiBHIB mpu npodimakTuui
y craHgapTHil gosi (20-50 MO/kr uepes nenb). [losutuBHMIt pe-
3y/lbTaT OyAb-AKOTO TECTY CIIifi AKOMOra LIBMJIIE HifTBEPAUTH
Ha IIOBTOPHOMY 3pasKYy.

Tecmysanns Ha ineibimopu. Tectu Ha iHribiTopu € Ha6iMbII
YYTAMBUMM HiC/IA Mepiofy BUMMUBAHHA, KON piBeHb Pak-
TOpa IOBEPTAETHCA IO BUXiHOrO piBHA NPOTATOM 24 TOf.,
TOMY WO 3a/MIIKOBUI BBEJEHMUI KOHIIEHTPAT MOX€ MAaCKy-
BaTy a00 mpUTHiYyBaTK iHribiTop B HU3bKOMY TUTpi. PiBHi
inri6itopiB FVIII e 3ame>xxHMMU Bif 4acy Ta TeMIlepaTypu.
PiBHi inri6itopis FIX He e 3amexxuuMu Bif vacy. TecTyBaHHA
Ha iHribiTopy 3a3BMYall IPOBOAATH 3 BUKOPUCTAHHAM aHANI3y
Helimerena-beresna, xoua BiH BigHOCHO HeuyTnusuit (Bep-
Oprorren ma ix., 1995). OnmucaHo MeToAu, 10 IPYHTYIOTHCA
Ha aKTMBOBAaHOMY YaCTKOBOMY TPOMOOIIaCTUHOBOMY ¥aci
(AYTY) (Ieinr ra Kacmep, 1982) i, y pasi 3acTocyBaHH:, KO>KHa
naboparopis MOBMHHA Oy/ie CTAH[APTU3YBATU aHAMI3 A BU3-
HauyeHHS Pe3ynbTaTy, 10 BUXONUTH 3a MeXi HopMmu. Byno onu-
CaHO MeTOJ CKPUHIHTY, 1[0 BU3HAaYa€e IHri6ITOPHY aKTUBHICTD
IpOTK KOHL[eHTpaTy dakTopa nanienrta (Kiminr ma in., 2005).
Ileit CKpMHIHTOBMIT TECT € KOPUCHUM, 1 BiH 3fa€eTbcA OinbuI
4yTAMBUM, HiX aHani3 Berespna, ofHak, BiH MOXe OyTy MeHLI
crnenudiYHUM Ta CYNPOBOAKYBATUCA XUOHO-TIO3UTUBHUMU
pesynbraramu (HaunionanbHa 6asa manux remocdinii Cnony-
yeHoro KoponiscTsa, Heony6niKOBaHi maui). Y mamieHris, 1o
3aCTOCOBYIOTb CTaHAAPTHY npodinaktuxy (20-50 MO/Kr yepes
IeHb), 3anuikosnit pisers FVIII, mo miggaeTbesa BUMiploBaHHIO
4epes 48 rofi., MOXXHa IPAKTUYHO TAYMAYUTH AK HETATUBHUIL pe-
3y/IbTaT aHa/li3y Ha iHribiTOpH, OCKi/NbKY Lie BIpOriIHO OB’ A3aHO
3 1epiofloM HalliBBUBEJEHHA > 7 TO[,.

Y nanienTis 3 remodiiero A erkoro abo cepefHbOro CTYIeHs:
YyTIMBICTb TECTY Ha IHTIOiTOPM MOXKHA IOKPAIITH 32 JOIIOMOTOI0
HarpiBaHH:A NIa3Mu npu Temmneparypi 58 °C nmpotarom 90 xB. s
inaxrusanii samnmxkosoro FVIII (Kituen ma in., 2009 Ta Minnep
ma in., 2012).

Kinvkicna oyinka inei6imopie. PiBenn inribitropis FVIII/
IX cnip Bu3HauaTy 3a jomomoromo aHanisy beresga (Kacmep
ma in., 1975) B mopudikauii Herimerena gnst FVIII (Bep6prorren
ma in., 1995). JIK10 OTpUMaHO PeKOMOIHAHTHMUII KOHIIEHTpPAT
ceuHsavoro FVIII 3 Buganenum gomeHoMm B, Takox BumaraTu-
METbCA BiJIIOBiJIHE Ki/IbKiCHE BU3HAYEHH s IIepeXPeCHO-peary-
YUX iHri6iT0piB. Mosxe 6yTM xopucHuM Metof, ELISA, akigo
HPUCYTHI BOBYAKOBUII aHTUKOATY/IAHT abo s iHribiTopis,
AKi 361/IbIIYIOTH KTipeHc, a He iHribylouy aktusHicTs (Caxyp
ma in., 2007). OpHak, a"anis ELISA Takox [03BO/Is€ BUABUTHI
HeiHribiTopHi aHTUTiNA.

Bionosnenns gpaxmopa VIII in vivo

Bignosnennsa FVIII in vivo (IVR) pospaxoByeTbcs mis-
XOM BifHIMaHHA piBHA mepef iHQYy3ielo Bif 3HaYeHHA PiBHA
micnsa in)ysi'i; BiH Ma€ BKa3yBaTUCA AK 36inpmwensasa B MO/m,
nopineHe Ha fo3y iHdysii B MO/kr. HeTouHocTi y BuMiproBaHHi
IVR (BeitopkMaH ma in., 2007) 6yayTh moripmysartucsa y pasi
HasABHOCT] iHribiTopa. [Ipu remodinii A y 3paskax, B3ATUX depe3
1 ropuny micns iHysii, sHadenHa [VR sanmxeHe y 6impurocti
nalieHTiB, BKa3y04M Ha BiICyTHICTH iHTribiTopa (BbitlopkMaH
ma in., 2010). OnTHUMaNbHUIL Yac BifbOpy 3pasKiB Ipu HUSBKOMY
TUTPI iHribiTOpa HeBiZOMMIL, IPOTe JIOr0 CIif CTaHJAPTU3YBATH
/IS TOTO, {06 MOXXHa 6Y/I0 OPIBHIOBATHU CEPifiHI pe3y/IbTaTI.
Y pe3ynbTaTi KOHCEHCYCY, PeKOMEHAYEMO 30MpaTy 3pa3okK depes
15 xB. micns iHdysii. IVR He 00MeXXyeThCs nMiille MOHITOPUHIOM
iHTEHCUBHOCTI iHTribiTOpAa, are it € BaXXK/IMBUM [ peTyTI0OBaHHs
3aMiCHOI Tepallii Ipy TiKyBaHHI eNi30fiB KpOBOTEY.

Hocnionenns naniseusedenns axmopa VIII/FIX

Hait6inpu 4yTnnBuM crioco60M BUSBIEHHS Ta KiTbKiCHOTO
aHanisy iHribiTopa € BuMipoBaHHsA KnipeHcy FVIII/IX.
Y pesynbTaTi KOHCEHCYCY eKCIIepTiB PEKOMEHyBanoCa BBa-
xaTy, mo inribirop FVIII mpucyrHiit y Ay>Xe MaTeHbKUX [iTelt,
AKINO Nepiof HamiBBUBeleHHA CTaHOBUB < 6 rof. OpHak,
B €AMHOMY HasgBHOMY OIYOIiKOBAHOMY HOCI/KEHH] 3a y4acTio
HiTeit BikoM 1-6 poOKiB, sIKi He Ma/Iu BUABIIOBaHUX iHIi6iTOpiB 260
iHribiTopiB B aHaMHe3i, (1 = 54) MOBIZOM/IANOCS MeiaHHe 3Ha-
yeHHA (95% pmosipunit inTepBan) nepiony HaniseuBeneHHA FVIII
9-4 (7-4-13-1) rop. (bnanmert ma in., 2008), TpoTe MeTOROIOTIUHI
peKoMeHpaIlii, [OB’$13aHi 31 3HMKEHUM rpa(l)iKOM 3a60py 3pasKiB
KpPOBI, CBifj9aTh IpO Te€, 110 TaKMIi Nepiof] HaliBBUBEEHHA MOXe
6ytu 3amyxenuM (Boitopkman ma in., 2010). Koy ui gani 6ymn
IIOBTOPHO IIPOAaHa/Ii30BaHi, BUKOPUCTOBYIOUM IOMY/AALIAHMIT
(hapMaKOKiHETYHMIT METO, HalIMEHIINIT [Iepiof] HalliBBUBE€HH S
CTaHOBUB 7 TOJ., HaBiTb y fAirelt BikoM 1 pik (bpitopkMaH ma iH.,
2012). Kpim Toro, fyxe MaynoiiMOBipHO, 0 6yze BiZoMO 3BU-
JailHUI TIepiof HaIiBBUBeEHH /151 0cobu, mo Mae iHribirop,
OCKinbky BiH He 6yfie BUMIpIOBAaTHCA Iepef IOABOIO iHTribiTopa.

Y cBiT/Ii HMX BUABAEHUX JAHUX PEKOMEHIYEMO BBaXKaTH, 1O
inribirop FVIII mpucyTHiii, KO Hepiof HalliBBUBeEHHS CTa-
HOBUTD < 7 TOf,.

Hemae epuuux xpurepiis ansa BusABneHHsA iHribitopa FIX,
OCKi/NbKM 3BM4YaliHMil nmepioj HaniBBuBemeHHA FIX TouHo
HEBiJOMUIL; NMOBiJOMIEHHA Ay>Xe Bifpi3HAKTbCA 32 3HAYEH-
HsMU s oTpumanoro 3 minasmu (pd) FIX, mo Bapiotors Big 29
1o 43 rop., Ta g peKOM6iHaHTHOr0 FIX (rFIX), mo BapitooTs Bif
18 no 24 rop. (buitopkman ma ix., 2011). ITepion HamiBBMBeeHHSA
rFIX y HeMOBAT Ta ManeHbKux giteit HeBigomuii (lamipo ma in.,
2005).

IIns papmakokineTuuHux gocaimxens 50 MO/kr FVIII a6o
75 MO/xr FIX BnuBatoTh micis 3-5060BOro mepiofly BUMMBaHHA.
Y pexomenpaniax Komirery 3 Hayku Ta crangaptusanii FVIII/FIX
MixHapogHOro ToBap1cTBa TpoM603y Ta remoctasy (KHC MTTT)
BKa3yeThC, 10 CTTif OpaTit Ipo6u Iepef] BBeeHHAM 03 Ta Yepes3
10-15 xB, 30 xB, 1, 3, 6, 9, 24, 28, 32 Ta 48 rop mic/iA BIMBaHHAM —
nns FVIIL, ta gogatkoBy npo6y cnin 6paTy yepes 72 rof. micns
BiuBaHHA — 1A FIX (JIi ma in., 2001). IIporo gy>ke Ba>KKO FOCATTU
Y MaJIeHbKMX JiiTell, TOMY [i/IA TaKUX NalliEHTiB peKOMEHAYETbCA
6paru mpo6u yepes 1, 3, 3-8, 24 Ta 48 rop.— A FVIIL, xoue ue mpu-
3BeJie 10 ABHO KOPOTILOIO NePiofy HaliBBUBEJEHHS IOPiBHAHO
3 IOBHMM 32060poM Mpo6 y MaljieHTiB, 110 He MAIOTh iHTI6ITOPIB
(britopkMas ma in., 2010). TaxuM YnHOM, Lie MOXKe BKa3yBaTu




AiarHocTuka Ta nikyBaHHS BpoaXeHoi remodinii, Lo cynpoBogKyeTbCs
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Ha HasABHICTb 1HTibiTOpiB, X04a iX HeMae. EexT sMeHIIeHNX Yaco-
BJIX TOYOK 3a60py P06 MOX/IMBO YCYHYTI LILIXOM 3aCTOCYBaHHSA
HOmyIALiiHNX PpapMaKOKiHeTHYHUX Mofiereit (BbitopkMaH ma it.,
2012), mpoTe Ha JaHMX MOMEHT HEMAa€ XXOZHOI MOMyMALiTHO]
MOJe/Ii /1 Talli€HTiB 3 iHribiTopaMu B HUSBKOMY TUTPI.

KepiBui HacTanosu KowmiteTy 3 Hayku Ta cTaHfapTu3alii
FVIII/FIX MiXXHapofHOTO TOBapuCTBa TPOMOO3Y Ta reMOCTa3y
(KHC MTTT) pekoMeHAYIOTD Te, 10 HU3Ka MPOCTUX JMiHIMTHNX
perpecuBHUX MoOfienell MoXKe 3MEHIIUTY PO3PaxXyHKM OLiHKM
nepiofy HamiBBUBeJeHHs, IPOTe BOHM aKLEHTYIOTb Ha TOMY, 1[0
BMMAaTAETHCA PeTENbHUI CTATUCTUYHMIL aHAMi3 3 METOI0 BU3-
Ha4yeHHA TOYHOI perpeciitnoi ¢yukuii (JIi ma in., 2001). Ins
ouinku nepiogy HamisBusefenHsa FVIII Moxe BUKOpUCTOBYBa-
THUCh HJM3KAa KOMITIOTEPHUX IPOTpaM, IPOTe KOJHY 3 Hporpam
He 6yI0 BaTiOBaHO [/1s BUSHAYEHHA Iepiofly HAIiBBMBeeHHS
y mpucyTHOCTI iHri6iTopa. PospaxyHok TO4YHOTro mepioay
HamiBBUBEJJEHH Y IPUCYTHOCTI iHTi0iTOpa B HU3PKOMY TUTPI €
BMCOKO CIIelia/1i30BAHOI0 NPOLEAYPOI0, AKY He CIPOMOXHI 3a-
Gesme4nTy 6iNbLUICTD LeHTpiB. Ko IOTPiOHO BUMIpATH Hepiof
HaIiBBUBeJEHH, CIijJi 3aCTOCOBYBaTU rpadik 3abopy 3paskis
Ta METOJOJIOTIIO0 [/I PO3PaxyHKY (mporpaMHe 3abesmnedenHs Win-
Non-Lin; «Papcaitr» (Pharsight), Cent-Jlyic, mrar Miccypi, CIIIA),
BuKopucraHi y Mi>xxnapogsomy gocnimkenni IIT (I-ITI), gns Toro,
106 pe3y/bTaTH allieHTa MO>KHA 610 TTOPiBHATHU 3 pe3y/IbTaTaMu
uboro mocuimkenns (Xein ta [JiMikene, 2012). OpHak, i Bu3-
HaTH, o Takuit rpadik 3abopy 3paskis (mepef BBeIeHHAM [J03H,
0,25-0,5, 1, 2, 4, 6, 24 Ta 48 rof.) MOXe 3aHIKYBATY 3HAUECHHSA
nepiopy HaniBBuseieHH: (Bbbitopkman ma in., 2010).

BusHavenHs iHribiTopa Ha mifcTaBi Mepiofly HaliBBUBeAEHHA
€ Halibi/nbI 060’€KTMBHUM Ta YyTIUBUM aHaIi30M, IPOTeE HOTO
Ba>KKO 3aCTOCYBATH 3a Oi/IBIIOCT] CTAHAAPTHMX KTiHIYHUX 06CTa-
BIUH. 3 OTJIAAY Ha Ile Ta Yepe3 CKIafiHOli BUMIpIOBaHHA Mepiofy
HaniBBuBefieHHs FVIII y manienTis 3 iHri6iropaMu B HU3BKOMY
TUTPi y CTaHIAPTHIiN IPAaKTUL, y [UX KEPiBHUX HACTAHOBaX MU
6yneMo 3aCTOCOBYBATH IIPaKTUYHe Ta KTIHIYHO pelleBaHTHe CIIPO-
IjeHe BUMIpIOBaHHA 3BUYaiiHoi papmakokineTuku FVIIL, a came
piBenb FVIII > 1 MO/nn 4epes 48 rof. y mani€eHTa, [0 IPOXOAUTD
CTaHApTHY npodinakTuxy (20-50 MO/Kr depes feHb).

Pexomenoauyii

o TecTryBaHHA Ha iHribiTOpu CTix NPOBOAMTY y MALi€HTiB
3 remodiniero A a6o B TAKKOro cTymeH A MpMHAMHi KOX-
Huit Tpetiii JE a60 koxxHi 3 micsaui go 20-ro JE (Cryninb
2C). icns 20-ro [IE TectyBaHHA Ha inribiTopu crig mpo-
BOAUTH KOXKHi 3-6 micaniB go 150 E. V pasi remodinii
A TecTyBaHHA Ha iHribiTOpM clip mpopmoBkyBaTy 1-2
pa3su Ha pik 6e3cTpokoBo (Crymins 1C). Y pasi remodinii
B tecryBanna micia 150 JIE Bumaraerbca nuie y pasi
KIiHiYHMX IIOKa3aHb.

o TectryBaHHA Ha iHri6iTopu cmig mpoBoguTH y BCix
nanieHTiB 3 remodiniero A mepes 6ynb-aKor 3MiHOIO
Y 3aCTOCYyBaHHi KOHIIEHTPATY Ta IpMHAIIMHi ABiYi mpoTs-
TOM IepmIMX 6 MicALiB Mic/IA Takoi 3MiHM, 260 AKINO icHye
Oynb-AKa 3MiHa y XapaKTepi KpoBoTedi abo Bigmosigi
Ha FVIII (Crynins 2C).

o TectyBaHHA Ha iHTi6iTOpHM cunig mpoBOgMTH HpPHU
reMoimii A merkoro Ta cepegHbOTO CTyNeHA MOPOKY
(axmo manienram Beomumu FVIII) a6o micna inTencuBHoi
excriosunii (= 5 JE) uu micia XipypriyHoro BrpyyaHHs
(Crymnins 1C).

» ITanmientaMm 3 remodiniero A merkoro/cepegHbOro CTy-

NeHA Ta MYTalli€l0 3 BUCOKOI0 PO3NOBCIOKEHICTIO OABHU
inri6iTopis Ta/a60 3 HaABHiCTIO iHTiGiTOPiB Y ciMeitHOMY
aHaMHe3i CIiff IPOXOAUTH TeCTyBaHHA Ha iHTi6iTOpuU
nicns Beix ekcno3uuiit (Cryminp 1C).

« YV manieHTis 3 remodiniero B rectyBanHA cifg nposo-
BUTH Mic/1A aneprivyHoi peakiii Ha 3aMicHY Tepamiio mepen
6ynb-axum nmogansmium BBefgeHHsaM FIX (Crynmins 1B).

o AHanisy Ha BUABIEHHA MPUCYTHOCTi a60 BU3HaYeHHA
TUTPY iHribiTOpiB CHif MpoBoAUTH Hmicnd mepiogy BuU-
MUBaHHA, MO 3a0e3Ievye JOCATHEHH BUXiJHOTO PiBHA
¢daxropa sropranus (Crymius 1B).

o« Ha migcraBi HassBHOT Ha IIeif MOMEHT MeTOMOJOTIT,
y CTaH[ApPTHil KTiHiYHill IpaKTUIIi BasKKO peTeTbHO KOH-
TponrBaru nepiog HanieBuBeaeHHs FVIII y nanienTis
3 HaABHicTIO iHTri6iTOpiB Y HU3BKOMY TuUTpi. Y pasi
HeoOXiTHOCTi mepiof HanmiBBUBeAeHH CIiff BUMipIOBaTH
3 BUKOPMCTAaHHAM MeTOfIiB, onucanux y Mi>kHapogHomMy
mocnifkeHHi iMyHHOI TonepanTHocTi (CTymins 2C).
Ha paHuiI MOMEHT Y3TOXKEHO Te, 10 AIA iHriéiTopa
FVIII nepiog HaniBBUBegeHHA CTAHOBUTH < 6 rOf.,
HpoTe 1ie 3HaYeHH Moxe OyTu 3aHimxkenuM (CTymiHb
2B), i y [uX KepiBHUX HaCTAaHOBaX NPOIMOHYETHCS BBA-
’KaTH, 1o Nepiof HaNiBBUBeJeHHA CTAHOBUTD < 7 TOf.
(Crymniuns 2B).

+ PekoMeHAyeMO BBa)KaTy MPAaKTHMYHMM Ta KIiHiYHO pe-
TeBAaHTHNUM CIIPOIIeHNM BMMipHOBaHHAM 3BUYaiiHOI
(dapmakokinerukn pisens FVIII > 1 MO/mn uepes 48 rop,.
y maimieHTa, 0 MPOXOANUTD CTAHAAPTHY NPOQPiTaKTUKY
(20-50 MO/xr 4yepes mens) (Crymnins 2C).

o Inmoro kpurepito A1 BuABneHH iHribiropa FIX, okpim
HasABHOCTi MO3UTHBHOTO pe3yIbTaTy aHanisy Berespa,
HeMmae (Crymius 2C).

o IVR € BifHOCHO HETOYHMM METOJOM [/IsI OLiHKYU PiBHA
inribiTopa, mpoTe BiH € KOPUCHUM A1 PeryIIOBaHHA
3amicHoi Tepanii (Crynins 2B).

JlikyBaHHs reMoinii 3 yrBopeHHaAM iHribiTopis

JlixyBaHHA TreModinii, mo cynpoBOAXKYeTbCA YTBOPEH-
HAM 1HTi6iTOpiB, Mepenbadae KOHTPOIDb Ta IPO}iNaKTUKY KpoO-
BoTed i cTparerii epagukauii inribiropa. Ingykuito iMmyHHOI
tonepanTHOCTi (IIT) cnipg posraAgaTu AK HOBrOCTPOKOBY
IHBECTULII0 3 BUCOKMMM IIOYAaTKOBUMHU BUTPATaMyU NOPiBHAHO
3 BUTPaTaMy Ha TiKyBaHHs IPOTATOM BCbOTO KUTTA Y IPUCYTHOCTI
criiikoro iHribiropa.

Epaduxauis ineibimopa

IlamienTu, o MaTH iHri6iTop FVIII, BuaBnennit y 6ibLIe HiX
OJfHOMY BUIIa[IKYy, KU1 BIUTUBAE Ha IPODITaKTUKY a00 NTiKyBaHHA
KpoBoTeu Ipu cTanfapTHux fosax FVIIIL, matots npoittu IIT pna
epapukanii iHribiTopa Ta BiJHOBIEHHSA HOPMAaIbHOI KTiHi4HOI
Bigmosizi Ha FVIII. ®akTopy, 0 NOTeHLiIHO BIZIMBAIOTb Ha pe-
aynprar IIT, nepeniveno y Tabmnui II. ITanienTu 3 rapauM mpo-
THO30M - Ile MaIieHTH, AKi MaloTh TUTP iHribiTopa < 10 BO/Mn
Ta IiKoBuit TUTP B aHaMHesi < 200 bO/mr.

Baxxnuso He nepepuBaty IIT Ta peTenbHO AOTPUMYBaTHUCA IIPO-
TOKOJTY, OCKi/IbKH Tlepiie po6bHe nikysanuA npu IIT Haae cyTTEBO
OinbIy IMOBIPHICTb JOCATHEHHS JOBIOCTPOKOBOI TOTIEPAHTHOCTI,
HiX pesepBHa Tepamis (JIenk, 1999). Cxemu IIT MaroTb nepernapa-
TUCA NiKapeM-KIiHIIICTOM, 10 TiKye reMOisiio, KOXKHMIt MicALD,
i 6inp1n popManbHO MeperasafaTucs KoXHi 3 Micsaui mikapem-
KJIHIIMCTOM, KMt Ma€ ocBix y mpoBefenHi IIT.




3nopop g’ Ykpainu

[Tomepexnni 3BiTH HajamM HiACTaBU BBAXATH, 1[0 Oi/MbIIiCTD
Malli€eHTiB JOCATAIOTb TONIEPAHTHOCTI MPOTATOM 6-12 MicALiB,
a JI/11 He3Ha4HOI Ki/lIbKOCTI 1Liejl polec MoXKe 3aliHATH 1-3 pokn
a6o 6inpute (Kpoity ma in., 1995; bpakmanu ma in., 1996). OpHak,
y Mixxuapoguomy pocnimxenHi IIT 6yno BusiBieHo, W0 A/
HalieHTiB 3 rapHUM IPOrHO30M MefiaHHuMIt yac fo IIT B rpymi
IPUIIOMY HU3bKOI I03M CTAHOBUB 16,4 MicAlli, a B IpyIIi IpuiioMy
BICOKOI 71031 — 14,2 micani (Xeit ta [TliMikerne, 2012).

[TarieHTH, 110 MAIOTh y>Ke BUCOKY BiANOBifb (TUTp iHribiTopa
nigBumyerbea go > 500 5O/mn micna movarky IIT) 3assuuait
MaloTh noranmit pesynbrar (JiMikene Ta Kponep, 2002; Xeit
ta [JliMikerne, 2012). Y takux nanieHTis IIT MoxxHa npunuHnTI
4epes 6-9 MicALiB i pOSITIAHYTU MOXX/IMBICTb 3aCTOCYBaHHSA Teparlii
npyroi niHii (guB. po3gin 6.1.7), AKI[0 He Ma€ MifTBEPHKEHHA
CYTTEBOTO TPUBAJIOTO 3HVDKEHHS TUTPY iHribiTopa (MpuHAIMHI
3HIMDKeHHA TUTPY iHribiTopa Ha 20% NMPOTATOM KOXHOTO
6-MiCSTYHOTO HEPIOAY).

Bu6ip FVIII. HekoHTponboBaHi faHi CBigumIu mpo Te, 1o
TOZIEPAHTHICTh MOXe JJOCATATUCH IIBMJIIE IPY BUKOPUCTAHHI
pdFVIII 3 HM3BKOIO YMCTOTOI, HiX HPM 3aCTOCYBaHHI
pexombinantaoro FVIII (rFVIII) (Kpoitn ma in., 1996; Tpinmxepi
ma in., 2007; Kypt ma in., 2011). Ile nuTaHHS 3aMUUIAETHCA
JUCKYCITHMM, OCKIZIBKY iCHY€E 6arato KOCIif>KeHb, [0 CBif4aTh
po Te, o Ha cryneHi epekrusHocTi IIT, 3naeTbes1, He BIUIMBAE
TUI paKTOpa 3TOPTAaHH, 10 BUKOPUCTOBYETbCs (Maysep-ByH-
moTeH ma in., 1995; bpakmaunn ma in., 1996; bartnn ma in., 1999;
Pouino ta ge boasi, 1999; Cmit ma in., 1999). PaugomisoBane
nopiBHAHHA epeKTUBHOCTI BucoKoi gosu pdFVIII a6o rFVIII nns
IIT y manienTiB 3 moranuM nporuosoM rpusae (I'pinmxkepi, 2007).
IIT mepoi ninii caif MpoBOAUTH, BUKOPUCTOBYIOUM KOHIIEHTPAT
3BMYail IPOBOAATH 3 BUKOPUCTAaHHAM (aKTOpa STOPTAaHHSA, AKUI
3aCTOCOBYBaBCA MALliEHTOM Ha MOMEHT IIOABU iHribiTOpa.

Tump inei6imopa na nowamky IIT. IlodaTKOBUII TUTP
€ HaibiNbIl MOTY)XHMM NPOTHOCTHYHUM IapaMeTpoOM
edexruBHocti IIT (Mapiani ma in., 1994; liMikene ta KpoHep,
2002), a cxemy, 10 BiK/IafaloTh TiKyBaHHSA O TOTO MOMEHTY,
Koy TUTP iHribiTopa Bmage Hikde 10 BO/MiI, feMOHCTPYIOTH
Ly>Ke BUCOKI cTymeHi epextuBHocTi (Maysep-byHuoren ma ix.,
1995; Pouino Ta me Bbpsasi, 1999; Cmit ma in., 1999). Menianumii
9ac Biff MOMEHTY AiarHOCTYBaHHA 10 MafiHHA TUTPiB Fo < 10
bO/mn y MixnapograoMy gocrimkerHi IIT cranoBuB 5 MicAnis
(Xert Ta JiMikene, 2012). IlIBupkicte peakuii Ha IIT He 3MeH-
myBanacs, noku IIT He 6yno BigknaseHo Ha 5 POKiB 3 MoO-
MEHTY JiarHOCTUKM y IliBHiYHOaMepPUKaHCPKOMY PEriCTpOBOMY
pocnimxenni IIT (NAITR) (IiMikene Ta Kponep, 2002). [Tanientn
3 HasABHICTIO iHTi6iTOPIB, piBeHb AKX He BABANIOCA 3HU3UTH [0 <
10 BO/mn npotarom 12-24 MicAnis, yacTo ripiie BifnoBifawoTh
Ha IIT. 3agna yHMKHEHHA aHAaMHeCTUYHOI peaklii mpoTAroMm
IIbOTO Yacy KpOBOTeYi C/Iifl TiKyBaTy 3a JOIIOMOT 00 aKTMBOBaHOTO
pexom6inantaoro FVII (rFVIIa).

Takum unHOM, iHAYKIIi10 IMyHHOI TOIlepaHTHOCTI C/1if] BiffkIacTn
JI0 TOTO MOMEHTY, IOKM TUTP iHribiTopa He Brafie Hyvkde 10 BO/MIL
S0 pu mepuIoMy BMsBIEHHI TUT iHribiTOpa cTaHOBUTH < 10
BO/mn i He migBumyeThcs Bume 10 BO/Mn mpoTAromM mopanb-
mux 1-2 TvxHiB, IIT cnip HerajiiHO posmoyaTy, MiKPeCIIO0YN
OJIHY 3 II€peBar TapHOTO KOHTPO/II0 Ta PAHHBOTO BUABIEHHSA
inri6iropa. 3anpoBamxenss IIT caif TaKoX pO3IIAHYTH, AKILO
TiTp iHribiropa He BmaB Hivk4e 10 BO/Mn npotarom 1 poky a6o
AKI0 He Y710 TeH/IeHIIiT 10 3HVDKEHHS IPOTATOM IMX Iepuinx 12
MiCAIiB.

Benosnuii docmyn. IIpucTpiit Al LHEHTPaTbHOTO BEHO3HOTO [10-
cryny (ITIIBJI) 3a3puyait BBopaATb pyia cupysaaa IIT. lesaxi nentpu
HamaratTbcs nmposoputy IIT 6e3 sacrocyBanus [T11IB]], ockinbkn
Oynu CcBiZYeHHA IpO Te, 1[0 iHPeKkuil HeraTMBHO BIIUBAIOTD
Ha pesyabrar IIT, 0c06MMBO Y MaLli€HTIiB 3 IOTAHUM IPOTHO30M.
Y mixnapopHoMy focrimxenHi IIT cnocrepiranocs, mo y nanieHTis
3 TapHUM IIPOTHO30M iHdek1isa abo BBeneHHsA ITI]B]] He BinuBamu
Ha CIiBBiJHOIIEHHSI OCi6, 1110 JOCATAMN TONMEPAaHTHOCTI, ab0 Ha Jac
o mocsATHeHHs TonepaHTHOCTI (Xeit Ta [liMixkerne, 2012). ITIB]I, mo
IMIUIAHTYIOTbCS, CYTTEBO MEHII BiporifHO 6ynyTh iHikoBaHi mix
vac IIT, HiX 30BHILIHI KaTeTepy, HATPUKJIAZ, KaTeTep XikKMaHa abo
Bposiaka (Xeit Ta [liMixere, 2012).

Cxema IIT. Bubip cxemu IIT sanninaerbcsa npoOreMaTUIHUM.
Mixnapopse gocnimxenss I'TI Ta gocnipxenna NAITI csigyarb
IIpO Te, [0 NAalL[i€EHTH 3 IOTAHNM IPOTHO30M (TiKOBUIl TUTD >
200 BO/mn, moyarkoBuit Tutp > 10 BO/Mi) Kpalie focarawTsb
TOJIEPAHTHOCTI IPY 3aCTOCYBaHHI CXeM 3 BICOKOI0 03010 (100-200
MO/xr/po6y FVIII) (Mapiani ma in., 1994; JiMikene ta Kponep,
2002). LIi peecTpoBi mocmifxeHHA Ta MiXXHapOIHEe TOCTi/KEeHHA
IIT cBigyaTh mpo Te, IO CXeMU 3 BUKOPUCTAHHAM BMCOKOI
To3u Ta HKM3bKOI 031 (50 MO/KT Tpudi Ha THX/IeHb) OJHAKOBO
edexTUBHI 10710 iHAYKIii TOEPAHTHOCT] Y MAL[iEHTIB 3 TAPHUM
nporuosoM (MapiaHi ma in., 1994; Maysep-bynmoren ma in.,
1995; NiMikene Ta Kponep, 2002; Xeit Ta [JiMikerne, 2012). Takum
4IHOM, Nlepef6adaeThbes, mo fo3u 200 Ta 100 MO/kr/go6y MOXyTb
BBQ)KaTHCs OFHAKOBO eheKTMBHMMMU /151 IHAYKIii TOIepaHTHOCTI
y Iaui€eHTiB 3 rapHuM nporuosom (Xeit ta liMikerne, 2012), mpote
Bif[HOCHMII BIVIMB LIUX CXEM 3 BMCOKOIO 03010 Ha KPOBOTEYy
HeBiOMMUIA.

IIT npy Husbkiit posi (50 MO/Kr Tpudi Ha TOKJeHb 260 depe3
JieHb) BUMarae Oiybliue 4acy i/id JOCATHEHHA HETaTUBHOTO TUTPY
Beresna ([iMikene ta Kponep, 2002; Xeit ta [IiMixene, 2012)
Ta CYIPOBOMKYETbCA CYTTEBO OINIBIIOI IHTEPKYPEHTHOI KPO-
BOTEYEI0 Iepef TUM, K TUTp beresna craHe HeraTuBHUM, 110 €
HepioffoM, IIPOTATOM AKOTO BifbyBaeTbca 85% iHTepKypeHTHUX
kposored nipu IIT (Xeit a liMikere, 2012).

IIpu inribiTopax B HU3bKOMY TUTPI (IiKOBUIT TUTpP B aHaMHe3i
< 5 BO/Mn) TonepaHTHICTD 3a3BMYall JOCATAETLCA Kpallle IIpu
3aCTOCYBaHHI cXeMM 3 HU3bKOI0 7103010 (50 MO/kr 4epes nenb) (Tep
ABecr ma in., 2010).

Kopueysanns dosu nio uac IIT. Binbmicte ony6nikoBaHUX
cxeMm IIT, 3a pigkicaumu BuuATKaMu (Cwmit ma ix., 1999),
HMiATPUMYIOTb OfiHY it Ty camy o3y FVIII no Toro MomeHTy, moku
He Oyfie BBaXaTucs, 1O NMaIi€HT JOCAT TolepaHTHOCTI. OfHaK
HestKi JiKapi-KMiHIIMCTY 3aCTOCOBYIOTh eMIipuyHmit miabip 5os.
Y Mixnapopaomy focrimxenti IIT crocoBHo 1poro 6yno 3po-
6reHo 3 cioctepesxeHHs: (i) pesynbrar IIT He moB’3aHuUI 3 03010
y HalieHTiB 3 rapuuM nporxosom; (ii) IIT 3 Bucokomo gosoro cy-
IPOBOKYBA/NACA CTATUCTUYHO 3HAYYILMM 3HIDKEHHAM KPOBOTEYi
nuine Ha panHin ¢asi IIT; (iii) xo4a y marieHTiB, 10 3aCTOCOBY-
I0Tb BUCOKY 103y, HeTaTUBHUI TUTDP beresna gocsaraerbea B Tpu
pasyu WBKUJIIE, HIX Y IAIIi€HTIB, 110 3aCTOCOBYIOTb HU3bKY [03Y,
9ac OCATHEHHA MOJa/TbIIMX KOHTPOIbHUX TOYOK HOPMA/IbHOTO
BiZIHOB/IEHHs Ta Ilepiof; HamiBBUBeReHHs Oynu nopibHuMu (Xeit
ta JliMikerne, 2012). I1i pesynbraTu cBif4aThb Ipo Te, IO AKIIO I10-
yynaty IIT 3 Bucokoi go3u, € MoxxauBicTh 3MeHmnTH 103y FVIII
nig gac IIT 6e3 BImuBy Ha 4ac {0 ZOCATHEHHs TONEPAHTHOCTI,
3a YMOBIH, 0 MiHIMi30BaHO iHTEPKYpPEHTHY KpoBOTeuy i 36epe-
eHo GYHKII cyrno6is.

BaxxnuBo 3a3HaunTy, mo y Mixxnapoguomy gocnimxenHi IIT,
KiZIbKiCTh BUIIA[KiB KPOBOTEY, IO TPAI/IANNUCA y IEPiof Mix
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IepIIMM HEraTUBHUM Pe3yabTaTOM aHanisy beresma Ta gocar-
HEHHAM TOJEPAaHTHOCTI, CTAaHOBU/IA 56 B IPYyIli 3aCTOCYBaHHSA
HU3bKOI 03U Ta 7 — y IPYILi 3aCTOCYyBaHHA BUCOKOi 1o3u. Ii pesyb-
TaTY He O/ CTATUCTUYHO 3HAYYIMMY, 3BaXKal09M Ha BifHOCHO
HeBe/IMKY KiZlbKicTb Mali€eHTiB, o 6pany y4acTh B aHasisi mif
vac qux a3 BUIpoOyBaHHS, i JOCIIKeHHA He MajIo [OCTATHDBOI
CTaTUCTUYHOI MOTY>KHOCTI /11 BCTAaHOBIEHHA JJOCTOBipHOI
pisHuui. Briius wiei pisHui B KiZTbKOCTi KpOBOTEY HA JJOBIOCTPO-
KOBMUII Pe3y/IbTaT A/ CyrIo0iB HeBifoMuUIL.

binpmicTp MiKapiB-KAiHIOMUCTIB BBaXXawTh, IO y BCiX
malieHTiB, o Manyu mikopuit Tutp > 5 bO/M1 B aHaMHesi Ta fAKi
BuMmararoTb IIT, nmikyBaHHSA c1if MOYMHATK 3 BUCOKOI 031U
Ana MiniMmisanii pusuxy intepkypenTHoi kpoBoTedi. OnHak,
y aIli€HTiB 3 TapHYM IIPOTHO30M IIO€TAIIHE 3HUKEHHS 03U MOXKe
3HU3UTY BUTPATH, 38 YMOBIL, 1110 HeMa€ MO/a/IbIIOr0 30i/IbIIeHH
KpOBOTeY Y mepiof Mix iHdy3ismu, 1110 BUMaraoTh Tepamii mpema-
paramu o6xifgHoi #il. O4iKyeTbcs, 1[0 TaKa CTpaTeris He 301/IbIINUTD
9ac JIo JOCATHeHHA TonepaHTHOCTI (Xeit Ta [liMikerne, 2012). Xova
BUIIPOOYBaHb LIi€l rioTe3n y KOHTPOIbOBAHUX JOCTIKEHHAX
He 610, IIPOTE € OBIJOM/IEHHS], 1110 OfjibHa cxeMa 6y/a epeKTIB-
HOIO Yy HEBEeNIMKUX IpyNax nanientis (CMit ma in., 1999).

Ipaxmuuna opeanisayis inOyKuii imyHHoi monepanmuocmi.

IcHye Mano maHMX [i/14 HaJaHHA PEeKOMEHJIallill 100 IpoBe-
menus IIT, oMy HacTyIHa iHpOpMallis HalA€ThCA 13 3aCTOCYBaH-
HAM NParMaTU9IHOTO T IPAKTUYHOIO KOHCEHCYCHOIO METOJY.
BusHaeTbcst Toit BaKT, 1o f/ist 6i1b1IoCTi HeHTPiB reModitii BaXKKo
TOYHO BM3Ha4uTy nepiop HaniBBuBeneHHA FVIII y manienris, mo
MalTh iHri6iTOpM B HM3BKOMY TUTPI, 1[0 3BUYAHMIL IePiOf
HaniBBuBefeHHA FVIII y okpeMux nmauieHTiB HeBifloMuii i 150
nepiop, HaniBBuBefeHHA FVIII 6 rop. ckopile 3a Bce € HaATO KO-
POTKMM JAJIA TOTO, 106 OyTH HMifXOAAMM KpUTEpieM AIA BCTa-
HOBJIEHHA TOJIepaHTHOCTI. ToMy, 111 BiZHOB/IEHHA HOPMa/lbHOI
bapMaKOKiHeTMK) BUKOPUCTOBYEThCA 3HAYEHHs mepiofy
HaIliBBMBENEHH MIiC/Is BUMUBAHHSA > 7 roff. ab0 BUMIipIOBaHUI
sannukoBuii pisenb FVIII uepes 48 rop. y nmauieHris, 110 3acToco-
BYIOTb CTaHAApTHY npodimakruky (20-50 MO/Kr).

Taka cxeMma JOIIyCKa€ MOXX/IMBICTh 3HIDKEHHA [03M, Iepefda-
Jaluy MiHiMi3alilo KpoBOTeY Y CyI/I06ax Ta 30epekeHHs CTaHy
CyI7I06iB Y JOBrOCTPOKOBII IEPCHEKTHUBI LIISIXOM MiK6OpPY, BUXO-
Hstan 3 24- a60 48-rOAMHHOrO 3aIMIIKOBOTO piBHs > 1 MO/n1, Konn
itoro Mmo>xHa 6yzne BuMmipsitu (Kosnince ma in., 2009a).

Iouamxosa cxema. SIKijo mikoBuit TUTP iHribiTopa B aHaMHesi
craHoBUTH < 5 BO/Mi, IIT cnip posnodarn B f03i 50 MO/Kr uepes
feHb. [lo3y Ta 4aCTOTY 3aCTOCYBaHHA MpeNapary C/Iif 301IbINUTH,
SIKILIO BiOYBaOTHCS KPOBOTeUi y miepiof; Mix iHQY3isMu, 1110 MOXe
noTpeOyBaTy LIOfEHHOr0 TiKyBaHHA. SKito Tutp inridiropa mpu IIT
36inbiyerses Buie 40 BO/Mi, gosy cip 36imbimnTy fo 200 MO/
Kr/no6y (Maysep-ByHutoren ma ix., 1995; Tep ABect ma in., 2010).

Sxuo Tutp inribiropa craHoBuTh 5-10 BO/MII, a iKOBMIt TUTP
B aHaMHe3i cTaBUTbD Bif 5 1o 200 BO/mn, IIT crnip posnounnaru
3 go3u 100 MO/kr/po6y. fIkiio y naljieHTa BUHMKA€E TeMapTpos3 uu
iHuIi cyTTEBI KpoBOTEUi b0 AKIO TUTP iHTribiTOpa 36iMBIIYETHCS
1o > 200 BO/mn, o3y IIT cnip migsuumty go 200 MO/kr/no6y.

Sxwo Tutp iHribiropa craHoBuTh > 10 BO/Mi abo mikoBuit TP
B aHaMHe3i cTaHoBUTb > 200 bO/m, IIT cnif posnounHaTy B 103i
200 MO/xr/no6y.

Monimopune ma kowmponvui mouxu. Tutp inribitopa,
6e3 mepiofy BUMMBAHHA, CIiJ CIOYaTKy BMMIipIOBaTHU IO-
TUXKHSA JI1 BCTAHOBJIEHHA NiKoBOro TUTpy micna movatky IIT,
a IMoTiM moMicAnA AnA MoHiTopuHry peakuii Ha IIT. Axmo
CIIOCTepira€ThCs TEHJEHIIid O 3HUKeHH:A (3HMKeHHA Ha 20%

IPOTATOM 6-MiCAYHOrO Iepiofy Mic/isa JOCATHEHHA MiKOBOIO
TUTPY iHribiTopa), CIif MPOJOBXKYBATU 3aCTOCOBYBATH I{IO
cxeMy. SIKIIO crocTepira€Thes TeHAEHNis 0 36inblIeHHs abo
He CITOCTEpIra€ThCs TEH/EHIIIs 1O 3MEHIIEHHs TUTPY iHribiTopa
IPOTATOM 6-MiCAYHOTO MEPiOAY, CIifi POSIIAHYTU MOXK/IUBICTDb
3Mminn cxemn a6o npununenHs [IT. Skuo cxema nepenbadae o3y
< 200 MO/xr/poby, ii crig 36iapmnTy 5o 200 MO/kr/no6y. ko
J03y B>XXe BCTAaHOBJ/IEHO Ha IIbOMY PiBHi, CJIifi po31oyaTy Tepamio
gpyroi niuii (gpuB. posgin 6.1.7).

HactynHi KoHTpo/bHi TOYKM CBif4aTh npo Te, mwo IIT ingykye
TOJIEPAaHTHICTD, @ TOMY il C/Iifi IPOJOBXYBaTH.

1. 3H1>KeHHA HiKy iHribiTopa mpuHaiiMHi Ha 20% mpoTATOM
KO>KHOTO 6-MiCAYHOTO NEPiofy Mic/A JOCATHEHHA MiKOBOTO TUTPY.

2. Turp inribiropa crae HeraTMBHMM Oe3 HePiOfy BUMMBAHHL.

Axmo tutp Bere3na 6e3 mepiony BUMMBAHHA € HETaTMBHUM,
JMIKYBaHHS C/iJi MPOOBXYBATH 6e3 3MiH. 24-TOAVHHMI 3a/INII-
KOBMII DiBEHb CJIiJj BUMIDIOBaTU NIPMHAMIMHI Pa3 Ha MicALb i BO-
mHouac cif pikcysatu [VR. 24-roguHHMIt 3aTMIIKOBIIL PiBeHb
mo4atkoBo 6yzme < 1 MO/nn, a IVR Huspkum. OCKibKM TUTP
inribitopa mpopoBxye nagatu, [IVR 36inpmmntbes, i ockinbku
Hepios HaniBBUBeAEeHH 301MbIINTHCS, 24-TORVHHNUI 3a/TUIIKO-
BUIL piBeHb CIleplly cTaHe BUMIpIOBaHMM, @ IOTIM 36iTbIIMTHCA.
IVR € xopucHuMm 14 nnanyBaHHs 3amicHoi tepanii FVIII y pasi
IOABY KPOBOTEY.

3. 3anuikosuil piBeHb yepes 24 rof. = 1 MO/p micns 3acTocy-
BaHHA o3y FVIII y pamkax IIT.

SIK TiIbKY 24-TORVHHNI 3a/IMIIKOBUIA PiBEHD CTa€ BUMIPIOBaHUM,
CTif BUMIPATHU TUTP iHTibiTOpa mic/iA BUMUBAHHA (3aBAAKU [O-
CATHEHHIO TI0YaTKOBOTO PiBHA). K10 Lielt TUTP € HO3UTMBHUM,
He CJIiJj HaMaraTucs 3HU3UTHU [03Y, IIPOTe AKIIO TUTP iHribiTopa €
HEraTMBHUM Y JJBOX BUIIa[iKaX IOCIi/Ib, TOMi MOXXHA POSIISAHYTU
MOXXIUBICTD 3HVDKeHHA g03u IIT.

4., 3HMOKEHH S TO3M.

Mo>XMBICTb 3HMKEHHA [O3M HE CIifl pO3INALaTY y MallieHTiB
3 TIOTAaHMM IIPOTHO30M. Y TaKMX MALli€HTIB C/Iifi IPOJOBXKYBaTH
3aCTOCOBYBaTH cXeMy B 7031 200 MO/kr/5o6y K0 KOCSITHEHHS
TOJIEPAaHTHOCTI.

Hesaxi mikapi-KIiHIIMCTY PO3ITANAIOTD MOXK/IMBICTh SHIDKEHHSA
I03M Y Talli€HTiB 3 TapHUM IIPOTHO30M, AK TinbKM TUTP berespa
IeKinbKa pasiB € HeraTMBHMM, iHIII )X Halal0Th IIepeBary Ipoyio-
BXXYBaTH 3acTocoByBaTy NoBHY fo3y IIT y Taxiit cutyanii. ko
3aCTOCOBYETDCSA 3HIDKEHHA 1031, TO TUTP beresna Ta 24-rogun-
Hui sannumkosuit piens FVIII cnig npopoBxyBaT BUMipoBaTu
npuHaNiMHi 1 pas Ha MicAnb. K TibKy 24-TORMHHNI 3a/TMIIKOBUI
PiBeHb CTa€ CTiiIKO BUMIpIOBaHIM, a TUTP iHTibiTOpa Iic/a BUMU-
BAaHH € HETATVBHYM Y BOX BUIIA[IKaX IIOCIIi/Ib, ;060By 103y FVIII
MO>XHA 3MEHLIUTH, IOKK MiJTPUMY€EThCA 24-TOAMHHNII 3a/IMILKO-
BUit piBeHb > 1 MO/m Ta i mpodiTakTHKY KPOBOTEY.

5. Ilicna sacrocyBaHHA 3HVMDKEHHA 103u TUTpP beresna Ta 24-ro-
nuHHNI 3annmkoBuil pisenb FVIII cnig BumiproBatu. fAxio
TuTp beresna crae mo3uTUBHUM a60 24-TORMHHMIL 3a/TMIIKOBUI
piBeHb SHIDKYeTbCs HipK4e 1 MO/a abo TpamiAoTbesa KpoBoTedi
y mepiop Mix indysiamy, Toxi crif BigHoBUTY 3acTocyBanHA FVIII
y IIepefHiit Jo3i.

6. Ilepexin Ha BBeleHH 103 Y€pe3 [EHb.

Ax Tinpku gosy FVIII 6yno sHmxeno go 6mmusbko 50 MO/kr/
100y i Ipy 1bOMY 24-TOIVHHUI 3a/IMIIKOBUIL PiBeHD 3a/IMIIAETHCA
Buie 1 MO/pn, MOXHa pO3TIAHYTU MOXIUBICTb NepexXony
Ha peXXMM J1iKyBaHHA i3 BBEJleHHAM J103 Yepes feHb. [licna Toro,
sK 1ie BitOyeThCs, ICHY€E BipOrifHICTh TOTO, 1110 /IS HifTPUMaHHS
BUMIPIOBaHOTO 48-TOLMHHOTO 3a/IMIIKOBOTO PiBHS 3HAJO0UTHCS
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nigsumury saranbny gosy FVIIL Ilicna nporo 4acrory BBe-
[ieHH: 1031 Yepes3 eHb MOXKHa Oy/ie IIOCTYIIOBO 3MEHIIYBaTIL A/
HiATPUMAHHA BUMIPIOBAHOTO 48-TOAMHHOIO 3a/IMIIKOBOTO PiBHA
Ta [/ 3aI00iraHHA KPOBOTEYaM.

7. TloBepHeHH: 10 CTaHFAPTHOI TPOMITAKTUKM Ta i TBEPIKEHH A
TO/IEPAaHTHOCTI.

TonmepaHTHICTD MOXe OyTHM HiATBepAXeHO, AKIIO
CIIOCTEepira€Tbcs Nepiofl HalliBBUBELEHHA IIiC/IS BUMMBAaHHA >
7 rofl. SIX BapiaHT, AKIIO /103y i3 BBEeIEHHAM depe3 IeHb 3MEHIIEHO
1o 50 MO/xr a6o MeHmIe i 48-rofMHHNIT 3a/IMIIKOBUII PiBEHb €
BUMipIOBaHMM, MO>KHa BBa>KaTH, IO TIAI[iEHT JOCAT TONEPaHTHOCTI.
Ha npomy eTami ciif 6e3cTPOKOBO IPOJOBXKYBATH CTAHAAPTHY
npodinakTuky. [litu 3 HasgBHICTIO iHTibiTOpa B aHaMHe3i OTpe-
OyBanu 3aCTOCYBaHHA BUINUX 3a CTAHAAPTHI J0O3 KOHLIEHTPATy
FVIII mip vac mpodinakTKy A4 MiATPYMAHHA BUMIPIOBaHOTO
3aMMmKoBoro pisHA (3 pivayumu 3Bitamn UKHCDO MmoxxHa 03-
Hajfomutucs Ha caiiti www.ukhcdo.org), 1m0, MOXINBO, ITOB$I3aHO
31 CKOpOYEHNUM I1epiofiOM HAIliBBUBEIEHHS Yepe3 3a/IMUIKOBUII
iHri6iTop B Ay>Ke HM3bKOMY TUTPI (HIDKYe MeXi BUABIIEHH).

8. KoHTporb y pasi MOTeHLiTHOTO peluinBY.

Ouinknu pusuky peuuausy micna IIT BapiooTh B 3aMeXXHOCTI
BiJj TPMBAJIOCTI IePiOfy CIIOCTEPEXXKEHHS Ta BUSHAYEHD, AKi 3a-
cTocoByBaauch. MapiaHi ma ix. (1994) nosigomnsanu mpo 15%
3HaYHMI peLuJUB BOPOJOBX 25 poKiB mepiofy crocTepe-
)KeHHA. Y MixzapogHomy mocnigkenHi IIT nosigomnsanocs
npo 8% peuuguB NpOTATOM 12 MicALiB IpM 3aCTOCYBaHHI YyT-
MBOro (papMaKOKiHETHYHOTO BU3HaYeHH: edekTuBHOCTI (Xeit
ta [JiMixerne, 2012). Ha mifcrasi 1boro, Mu peKOMeHAYEMO ITPOBO-
OUTY IOMicAYHI oLliHKYM TUTPY beresna Ta 48-rogMHHMX 3a1MII-
koBuX piBHiB FVIII nporsarom npuHaiimMHi 6 MicALiB, Iic/1a 40ro
IIPOJIOBXKYBATy MOHITOPMHT pa3 Ha 2 MicAILll IPOTATOM POKY 3a/i/is
BUAB/IEHHA PAaHHbOTO PeUMAUBY. Y pasi BUHUKHEHHS PeLUIUBY
CTIif pO3ITIAHYTY MOXX/IMBICTb HeraifHO MOBTOpHO posmnoyary IIT.

Hedocmammns 6ionosiov na IIT/Hesdana mepanis nepuloi ninii.
Skuo Tepamis mepuroi TiHil BBaXxxaeThcsi HeeeKTUBHOIO ab0
HEBJa/I010, CMIiJ| MepernAHYTH CTpaTerilo, He nepepuBatoun IIT.
BapianTu Tepamii gpyroi miHii, AKi MOXXyTb 6yTM PO3ITIAHYTI,
BKIIovatoTh npunuuenHs IIT, nigsumenns gosu FVIII go 200
MO/xr/go6y, aminy Ha pdFVIII 3 BucokuMm BMicToM dakTopa ¢HoH
Binne6pauga (VWEF), nogaBaHH:A iMyHOCYIpecuBHOI Tepamii abo
KOMOiHaIli10 VX CTpaTeriit.

3acrocysanus pdFVIII 3 Bucokum Bmictom VWF cympoBomxy-
BAJIOCA eITi30MYHIIMM [OBiTOM/IEHHAMY IPO e(eKTUBHICTD, IIPOTe
PU3VKI, [IOB3I3aHi 3 JOBTOCTPOKOBOIO IIPUCY THICTIO 1HTi6ITOpa, CKOpilie
3a BCe, IIePeBaXKaTh JTy>Ke Ma/IMii IOTEHLIIIHMIA PU3VK 3aXBOPIOBAHD, 110
TiepefialoThCs LI/IAXOM TepeBaHHA. KpiM Toro, icHyI0Th emisofuyHi
TIOBiJOM/ICHHS ITPO 3aCTOCYBAHHA PUTYKCUMAOY Y IAL{i€HTIB, AKi Manu
HeBpiany Tpapuuinny IIT 3 HeogHOsHauHMMM peakniamu (Mariac
ma in., 2004; Kapkao ma in., 2006; Komninc ma iu., 2006b). ITopgaspiua
HallioHa/mbHa BuOipKa 15 HalfieHTiB, IO MpUIMaIu PUTYKCUMAO
B AKOCTi pe3epBHOi Tepamii micna Hespanoi II'T nepmoi ninii, cigunma
TIPO Te, LI0 PUTYKCUMA6 B AKOCTi MOHOTepallii MaB MaTy iIMOBIPHICTb
IOCSATHEHH epeKTUBHOCTI, a TOMY Tepartilo C/Iifi HOEXHyBaTH 3i CTaH-
paprHuMy cxemamu IIT. JInmre HesHauHa yacTka (14%) marnjienTiB
IOCAI/IV IIOBHOI Ta CTabi/IbHOL peMicii, mpote y 58% manji€eHTiB, AKi
IPOXOAVIN TiKyBaHH:A putykcumaboMm i FVIIL, BinsHauanoco 3Hu-
XKeHHs TUTPY iHTi6iTOpa, B pe3y/IbTaTi YOr0 BOHM 3MOIVIN JOCAITH
podiNaKTNYHOrO Ta iKyBa/JIbHOTO e(heKTiB 10 BifHOLIEHHIO 10 KPo-
BOTed IIpy 3acTocyBaHHi koHnenTpary FVIII (Kommise ma in., 2009b).

Temodpinis A neexoeo/cepedtvoeo cmynens. Ilanientu 3 reModisiero
JIETKOTO/CepefHbOTO CTYIIEH, Y AKUX 3 AB/IA€TbCA IHTI0iTOp, MeHII

eexTuBHO pearyiorb Ha II'T OpiBHAHO 3 IallieHTaM, 110 XBOPIIOTH
Ha remodinito A Tsxkoro crynens (Xeit ma in., 1998). Y meskux
[alie€HTiB iHTiOITOp IepeXpecHO pearye Ta MpU3BOAUTD 1O 3HU-
»keHH: BuxifHoro piBHA FVIII Ta noripureHHs (peHOTUITY KpOBOTeYi.
Bigmina xonuentpary FVIII yacTo npusBoguTh 10 3MEHIIEHH A
TUTPY iHTibiTOpa, M0 K03BO/A€E MoBepHyTH piBerb FVIII y miasmi
10 BUXi[JHOTO 3HAYEHHs, OJHAK TOJIEPAHTHICTh B TAKOMY BUIIAJKY
€ MaJIOMIMOBIpPHOIO i IIOBTOPHA €KCIO3UIid 9acTO IPU3BOAUTH
o BigHOBeHHs iHribiTopa. IIT He cnix 3acToCOBYBaTH B SIKOCTI
Tepamii mepIuoi /iHil, a 0OME>XXUTHCA BUKOPYMCTAHHAM i1 y IIallieHTiB
3 peKypeHTHMMM KpoBoTedaMu. MoxnuBicTb sacrocyBanua IIT
MO>XHa PO3IIIHYTH AJIA NAlli€HTiB, 1[0 IOTPeOYIOTh IIAHOBOTO
OIlepaTUBHOTO BTPyYaHHH, IPOTE CIIifl 3Ba>KUTY NMOTEHLifIHY KO-
PUCTD BijJ TO/EpU3aLil IIOPIBHAHO 3 PUSUKOM IiJIBULLIEHHSA TUTPY
inri6iropa Ta 3MeHeHHs BuxigHoro piBHsa FVIIL. Y nanienris, 1o
MaIOTb KpoBOTeYY Ha oHi HabyToi reModisii, MOKHA PO3IILAHYTH
MOXX/IMBICTb 3aCTOCYBaHHA iIMYHOCYIIPeCii.

Inoyxuyis imynnoi monepanmuocmi: eemoinis B. MOXIMBICTD
iHpyKLil iMeHHOI TolepaHTHOCTI Yy paMKax remodinii B crig pe-
Te/IbHO 3BaXKUTI, OCKI/IBKY ITOKa3HUK e()eKTUBHOCTI € HU3bKUM
(25%) i icuyroTb pusuky aHadinaxcii Ta Heo6opoTHOTO Hedpo-
tTuyHoro cuugpomy (EBenmraitn ma in., 1997; Boppiep, 1998;
HliMixkene ta KpoHnep, 2002). 3acrocoByBaTy cxeMu, aHaJIOTi4Hi
10 TUX, 11]0 3aCTOCOBYBATUCA IIPU reMO(bini'l' B, Bkrouarounm HU3bKi
Ta BUCOKI 103U KoHIleHTpaty FIX Ta MopudikoBaHy cxeMmy 3a Ipo-
TokonoM Manbmo. Y gocnimkenHi NAITR nosigomnsnocs mpo 31%
edextuBHicTh (5/16) i3 3acTocyBaHHAM MefiaHHOI fo3u 100 MO/
Kr/no6y. Byno HegocTaTHbO HaHMX 1A fudepeHLialil pe3yn1braTy
MDX pi3HMMM CXeMaMJU J03, IpOTe MallieHTH 3 ajeprivaum de-
HOTMIIOM Ta iHTribiTopaMu B ciMelIHOMY aHaMHe3i May Tipuit
pesynbrar ([IiMikene Ta Kponep, 2002; liMixerne, 2009).

Edexrusnicts IIT i3 3acToCyBaHHAM IPOTOKONY MaabMo
CIIOCTEPpiraacs y IeCcTy 3 CeMU MAIIEHTIB, X04Ya IBOE 3 HUX IIOTpe-
6yBau fBox abo 6imbiue Kypcis IIT, a 1ie oguH MaB peluAKB Yepes
6 micanis (Opaiibyprxayc ma in., 1999). Oxpemi 3BiTu Ipo KiriHiYHI
BUIAJKI TOAATKOBO MifITBEPIKYIOT POJIb iIMyHOCYTIPECIi AK KOMIIO-
HeHTy pexxumy 11T, 3acTocoBaHoro y mauieHris 3 remodiniero B. Byno
HOBiOM/IEHHS PO epeKTUBHICTD y MallieHTa 3 a/lepridHuM peHo-
TUIIOM, IIJ0 3aCTOCOBYBaB JeceHcubinizanio pasoM 3i crepoifamu,
BHYTPIIIHbOBEHHNUM IMYHOITIOOYTiHOM Ta mifBuinyBas fosu FIX
3 IOJA/IbIIMM 3aCTOCYBAHHAM CXEMU 3a IIPOTOKOOM Manbmo
(Kappi ma in., 2007), kpiM TOro criocrepiranacs epeKTUBHICTD y 2 3 4
IAIi€HTIB, 1[0 3aCTOCOBYBATY TAKMIT CAMUIT MiAXif (Heomy6nikoBaHi
croctepexxenns, J/licuep P.). Lleit mingxin BuMarae iHTeHCMBHOTO
CTaIliOHaAPHOTO MOHITOPMHTY Ta IPOBENEHH A I[O€HHOTO aHasIi3y
ceui. IHIi moBifoMIANM Mpo edeKTUBHY HeceHcubimisamiio
o FIX, mwo cripustio mposeneHH:o indysiit FIX B pamxax IIT (Anex-
caupep ma in., 2008; Yyancympir ma iu., 2008). Mikodenomary
ModeTnn y KoMbiHalii 3 fekcaMeTasoHOM, BHYTPIillIHbOBEHHIM
imyHorno6yniHoM Ta koHLeHTpaToM FIX y Bucokiit 103i Takox 3a-
CTOCOBYBAaBC Y IeKiIbKOX IAIIi€HTIB, i TaKe 3aCTOCYBaHHs 010 eek-
tvBHNM (Knapmans ma in., 2008a, b). 3acTocyBaHHA IMK/I0CIOpUHY
6yno edexTuBHNM y opHoro nanienta (Kpocc ta Ban sen bepr, 2007),
a PUTYKCMMAab 3aCTOCOBYBATH K YaCTMHY CXeMM JTiKYBaHH, 110 MAJIO
pisHi pe3y/IbTaTH B OKpeMMX 3BiTax IO KIiHIYHI BUIaAKy ab0 B He-
Be/MKNX rpynax (Mariac ma in., 2004; ®okc ma in., 2006; Anexcanzep
ma iu., 2008; Yyancympit ma in., 2008; broTens ma in., 2009).

Pexomenoauyii
o Inpyknisa iMyHHOT TOIepaHTHOCTI peKOMEHYETbCA A
NalieHTiB 3 reMo(ini€ro A TAKKOTO CTYIeH: Ta CTiIKIM
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inriéiropom, 1o 3aBaxkae npoginakruii abo TikyBaHHIO
KkposoTed npu 3actocyBanHi FVIII y crangapTHuX go3ax
(Crynins 1B).

Biporignictp cnpuarausoro pesyrprary IIT moxHa
OLiHMTH, BUXOXAYN 3 NiKOBOTO TUTPY iHTibiTOpa
B aHaMHe3i Ta H0YaTKOBOIrO TUTPY (rapHMit HPOrHo3: <
200 Ta < 10 BO/mn, BignoBigHo) (Crymius 1C).
Inpykuiro iMyHHOI TOEPaHTHOCTI CIif po3movaru
JAKOMOTa IIBUJIIE MicAA MiATBepHKeHHA HaABHOCTI
inri6iTopa, a TAKOX TOMi, KOIHU IOTO TUTP CTAHOBUTH <
10 BO/mn (Crymius 1B).

SAxmo turp inriéiropa > 10 BO/mn npu giarHocTyBaHHi,
novatok IIT cnig BifkmacTu g0 TOro MOMEHTY, KOIHU
BiH 3HM3uTHCA HyoKkYe 10 BO/Mn (Crymins 1B). Skigo
SHIDKEHHA He Bif6ymocs yepes 1 pik, cnif posrnaHyTu
MoxnuBicts 3acrocyBanns IIT (Crymins 2C).

SIxmo mikoBmit TUTP iHriéiropa cranoButs < 5 bO/mi, IIT
cnig posnovaru B 503i 50 MO/kr yepes nens (Crymins 2B).
SIkmo movyaTkoBuit TUTP iHriGiTopa cranoBuTh < 10
BO/mn, a mikoBuit TuTp B aHaMHe3i < 200 BO/m, IIT
cinig posmoyaru 3 fo3u 100 MO/kr/po0y, AKIo mik
He 3HIDKYeTbCs < 5 BO/mn (guB. Buie) (Crymins 2B).
SIkmo movyaTrkoBuit TUTP iHri6iropa cranoBuTs > 10
BO/mn a6o mikoBuit TuTp B anamHesi > 200 BO/mi, IIT
crip posnoyaru 3 gosu 200 MO/kr/go6y (Crynins 2B).
SAxmo cxema IIT i3 3acTtocyBannam go3 50 MO/kr uepes
meHsn a6o 100 MO/kr/po0y yCKIagHIOETHCS eni3ofamMn
KpOBOTeYi, 103y CIif moeranmHo 36inpmmtu go 200 MO/
KI/B03Y J/I1 KOHTpomio kposored (Ctyminp 2B).
Inpgyknilo iMyHHOI TOTepaHTHOCTI CIiJ NPOAOBKYBaTH
TaK JOBIO, IOKU € ePEeKOHINBA TeHEeHIisl 3HIKEeHH
TUTPY iHri6iTopa (Ha 20% IpoTATOM 6-MicAYHOTO Epioxy
IiCIA OCATHEHHA MiKOBOro TUTPY iHribitopa). Cuip yHu-
karu nepepusanHs IIT (Cryninp 2C).

Mo>KHa pOSIIAHYTH MOXTUBICTh MOCTYNIOBOTO 3HU-
>KeHH TO3M Y MAL[i€HTiB 3 FTapHIM IIPOTHO30M ITiC/I TOTO,
AK Yy FBOX BUNA/IKaX IOCIIi/Ib CHOCTepiraBcsa HeraTHBHMIL
Tutp bete3na micnsa BUMnBaHHA, a 24-TOXVMHHNI 3a/IMII-
xoBuii piBens FVIII cranoButs = 1 MO/mn. Josy FVIII
CJIil 3SMEHIINTY 3 OTHOYACHUM MiJTPUMaHHAM 24-TOTVH-
HOTO 3aMTMmKoBOro piBH:A = 1 MO/px Ta miHimizaniero
KpoBoTey y nepiog Mixk indysiamu (Crymnins 2C).

Sx rinbkn gosy FVIII 6ymo smeHmeno o < 50 MO/kr yepes
HeHb 3 OMHOYACHUM HiATPMMAHHAM 3a/TIMIIKOBOTO PiBHsA
FVIII > 1 MO/nn a6o mepiony HanisBuBegeHH:a FVIII micma
BUMUBAHHA > 7 TOf., MAI[iEHT MO>Ke BBa)KaTUCA TaKUM,
B AKOro BUpo6umach rorepanTHicTs (Crymins 2C).

Sx1mo cmocTepiraeTbcsa HeOCTATHE 3MEHIICHHS TUTPY
inribiropa (20% npoTsrom 6-mMicsa4HOTrO Nepiony), Moxe
posrasAmaTuch anbTepHATUBHA cTpareria. Bapiantu
BKIH0OYa0Th 36inbmenns gosu FVIII, BBegenns pdFVIII,
iMyHocympecito purykcuma6om a6o mpununennsa IIT
(Crynins 2C). SIKmo HeMae KOCTaTHHOI BiAMOBiAi mMpo-
TATOM 6 MicALIiB Mic/IA MOYaTKy Tepamii gpyroi niuii, IIT
cnipg npunuanty (Crynins 2C).

Cripg 3 obepexHicTIO pO3TTARATH MOXIUBICTH
cnpo6u iHAyKIii iMyHHOI TOEpaHTHOCTI y ManieHTiB
3 remo¢diniero B, 3Ba)kawuu Ha BiJHOCHO HO-
raHy MBUAKICTh peakmii, a TAKOXX Ha PUSUK PO3-
BUTKY aHadimakcii Ta HeppOTHUYHOTO CHHEPOMY.
Bynru moBifoMneHH npo epeKTHUBHY TONepU3aLilo,

a 3aCTOCYBaHHA iMyHOCYNIpeCHBHOI Tepalii T01aTKOBO
mo IIT cynmpoBoasKyBanocs HaliBMIIMIMU MOKa3HUKAMU
edpextuBHocti (Crymins 2C).

« YV nmamienTiB 3 reMoiniero A nerkoro/cepegHbOroO CTY-
TeH, Y AKMX HPUCYTHI iHTi6GiTOpy, MepII Hi>K pO3TIARATI
MOXIUBicTh 3acTocyBaHHA IIT, epeKTUBHICTD AKOI €
HM3DKOIO Y Iiif rpymi, CIifi pOSINAHYTH BapiaHT 3aCTOCY-
BaHH Tepamii npemaparamu o6xigxoi aii (Crymnins 1C).

« YV nmamienTiB 3 remoiniero A nerkoro/cepegHbOro CTY-
NeHs, y AKUX IPYCYTHI iHTi6iTopn, Mo CynmpoBomKy€eThCsA
KpoBoTeYelo 3 PeHOTUNOM, MOAiOHUM Ko HabyTol
remodinii A, CITiJ pO3ITLAHYTI MOXKINBICTh 3aCTOCYBaHHA
imyHocynpecusHoi Tepanii (Ctynins 2C).

o IHAyKuilo iMyHHOI TOTePAaHTHOCTI C/IiJ IPOBOAUTH Mif Ha-
rAamoM crenianictiB IIeHTPy KOMIIEKCHOTO MeJMYHOTO
00CTyroByBaHH: IAIIEHTIB 3 reMOQiTi€lo, 0 MAIOTH JOCBif
NMiKyBaHHSA reMoQinii 3 yTBOpeHHAM iHTiGiTOPIB, AK BI3HA-
4yeHo cienudikaniero HanionansHoi cryx6m (Crymnins 1C).

Jlikysanns kposomeu

PerynsapHe MenyuHe 06CTeXXeHHS JOCBIIYeHUM TiKapAMU-
KTIHIMCTaMy € BXX/IMBYM AJIs1 OLIHKM NPVMHAMMHI pa3 Ha 100y.
binpm cepiiosHi KpoBOTeYi BUMAaralTh iHTEHCUBHIIIOrO Ha-
IIAAY, 10 MOXe HOTpebyBaTu aMOyIaTOPHOTO MiKyBaHHA [/
3abes3IedeHHs CBOE€YACHOTO BBEJICHHA KPOBOCIMHHNX 3aC00iB.
Kposoteui cnig cnuHATH AKOMOra paHinte (IpOTATOM 2 TOANH)
(Canait ma in., 2009; KaBaksi ma in., 2010; Bepurpom, 2011) ans
MiHiMi3anil IXHBOTO CTYIeHs Ta HOBA3aHUX 3 UM YCK/IaJHEHb
Ta 3MEHILICHH MOTPiOHMX KPOBOCIMHHYX 3aco6iB. [TanieHTiB
Ta IXHIM pOAMHAM CJIifj IKOMOTa paHillle 3a0e3MeYyBaTy TiKyBaHH:
BOMa. X MOTPi6HO HABYMTH BUABNATY PaHHi CUMITOMHU KpPO-
BOTeY, a TaKOX HajaTu iHdopMmalio Mpo MOYaTKOBi cxeMu
nikyBaHHA. [TalieHTy Ta IXHI POAMHM HOTPEOYIOTD LiT0A060BOTrO
TOOCTYIY O BOCBilY€HUX /iKapiB /14 OTPUMMaHHA peKOMEHMALil
Ta MeIM4YHOro obcTexxeHH:A. Clif AKOMOTa MIBUJIIE BUABIATH
KpOBOTeYi, 1110 He Mi[jAal0ThCsA KOHTPOIIIO, i IBUIKO 3MiHIOBATH
nikysanHs (bepaTpon ma in., 2011).

Kposocnunni 3aco6u. 3 MOMEHTY BUITYCKY HOMEPeAHIX KepiBHIX
HacTaHOB (Xeit ma iH., 2006) xofHi HOBi 3aco6M He O6y/IV BUIYLIeHi,
xo04a 6araro IpenapariB 3HAXOAATbCA Ha CTaflil po3poOKIL.

IManienTy 3 iHribiTOpaMM B HU3BKOMY TUTPi MOKYTb BifTIOBiZaTH
Ha B, HiX 3BuyariHi go3u FVIII/FIX. [TanienTam, o gobpe pea-
TyIOTb, 3a3B14ali BBOAATb KoHLeHTpaT FVIII/FIX nuury y Bunanxy
KPOBOTeYi TSXKKOTO cTymeH:. [lo3a, HOTpiOHa A/ HelTpaisaril
inri6itopa Ta migsumenns pisua FVIII/FIX, cyTTeBo Bapiroe.
IcHye 6araro (HeBamifoBaHKx) anroput™is godysanHs (Cpinmxepi
ta Mannyuui, 2005; KemnToH Ta Yaiit, 2009). Y nauienris, fxi
nikylorbcsa FVIII/FIX, crip perynapHo (mpuHaiiMHi pas Ha 5o6y)
koHTponoBaTtu piBHi FVIII/FIX nnsa BUABNEHHA OYAb-AKOTO
HifiBUIIEeHH s aKTUBHOCTI iHTibiTOpA.

[Manientam 3 remodinieo A JerKOro CTyIeHs, AKi MalTh
inribiropu, cnip cripobysaru DDAVP 3 BUMipioBaHHAM 10 Ta IC/IA
(0,5, 1 ta 4 rop.) piuiB FVIIL fIxmjo peaxIisa € JOCTaTHbHOIO, LIel
3aci6 y KoMbiHal1iii 3 TpaHEKCaMOBOIO KUC/IOTOIO CITif| 3aCTOCOBYBATI
y BUIIa[IKaX KpOBOTeY, AKi 3 BEJIMKOIO BipOTifIHICTIO BifipearyoTb
Ha NiKyBaHHA. BaXXn11Bo, IpU MOXX/IMBOCTi, YHUKATU BBeJIEeHHA
FVIII nanientam 3 remodini€elo A 1erKoro CTyIeHs, o Maan
iHTri6iTOp B aHaMHesi, 3 METOI0 3HVDKEHHS PUSKKY CTUMY/IIOBAHH
HepexpeCcHOpearyyoro iHribiropa, 10 MpUrHidye BUXigHUIT PiBEHb
FVIII ta noripurye ¢peHotun KpoBoTedi marieHTa. [lporo Moxxxa
TOCATTY LIULIXOM 3aCTOCYBaHHA aKTHBOBAHOTO PEKOMOIHAHTHOTO
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FVII (rFVIla) a6o DDAVP B 3ae>xHOCTI Bifj TSXXKOCTi KpOBOTEYi
Ta JOKyMeHTa/IbHO HifiTBepakeHoi peakiii Ha DDAVP.

Ina nmanienris, mo He pearyioTb Ha FVIII/FIX, a60 AKUM
pekoMeH/IyeTbcs YHUKaTH 3acTocyBaHHs FVIII/FIX, BapianTamn
nikyBaHHA MOXYTb 6yTu rFVIIa abo KOHIL[eHTpaT! aKTMBOBA-
Horo nporpombinoBoro xomiekcy (aPCC). €nyHUM ZOCTyIHUM
Ha faHuit MoMeHT aPCC € npemnapaTy 3 IIYHTYI04O0I0 aKTUBHICTIO
1pu iHribiropax daxropa sropranusa Kposi VIII (FEIBA). Ipemapatu
00xigHOI fil € epeKTUBHUMY SK TPV He38HAYHMX, TaK i IIPU BETIMKUX
KpPOBOTeYax, IIPU [ibOMY KPOBOTEYa MOXKE Bi[ITIOBiJaTV HA OfIH IIpe-
napart, TOfli AK iHIIOMY IpenapaTy He BACTbCA JOCATTH TeMOCTa3y.
Y nmocmipKeHHAX PO3INALATb PeXUMM Jo3yBaHHA 1nd rFVIIa
Ta nopiBHIOIOTH epexTuBHicTh FEIBA Ta rFVIIa npu nikyBaHHA
reMapTpO3iB Ha paHHiii crajil. Jloc/miiKeHH A iHIINX TUIIB KPOBOTEY
Ta TEMAPTPO3iB TAXKKOIO CTYIEHs He IPOBOAMINC.

Mosa ma wacmoma 3acmocysanns rFVIla. Y pangomisosanux
BUIIPOOYBaHHAX NOPiBHIOBa/MN pi3Hi craHfapTHi fosu rFVIIa (90
MKTI/KT) 31 OTHOKPAaTHOIO Gi/IbII BUCOKOIO T030I0 [JIA JIiKyBaHHA
reMapTposis. [locli>KeHHA Oyn1u HeBeIMKMMU i BUKOPUCTOBY-
BaTM pi3Hi BUMIpIOBaHH: e(eKTUBHOCTI, TPOTe BOHU CBiAYaTh PO
Te, 1110 offHOKparHa fo3a rFVIIa (270 MKI/KT) € Takoo X eeKTUB-
HOIO Ta 0e3IeYHOI0, SIK TpH K031 10 90 MKI/KT. Y paHOMi30BaHOMY
JOCIiJ)KeHHi MOPiBHIOBA/IN 1Ii PEXXMMU 3a y4acTio 18 maljieHTis,
i BoHO BMABWIIO NORIOHI cTyneHi edeKTMBHOCTI Ta MefjiaHHe 3aCTO-
cysanHs rFVIIa (Caurarocrino ma in., 2006). Iloni6ui pesynabraru
6y710 OTPMMaHO Y PaHAOMi30BaHOMY, IEPeXPECHOMY, IIOfBIiTHOMY
cninomy pocnipxenni (KaBanki ma in., 2006). IlopiBHANBHI
mocmiyxeHHA ofHOKpaTHOI Ko3u rFVIla 270 MKI/KT y mOpiBHAHHI
3 opHiero a6o gBoma foszamu rFVIIla 90 MKI/KT He IPOBOAMIICH, X04a
paHilile MOBIFOM/IANOCH, IO MefiiaHHA Ki/IbKICTb iH(Y3iil, moTpibHa
1A NiKyBaHHA reMapTpo3iB, CTAHOBUTD 2,4 (BK/IIOYAI0UM OIHY
KoHconigyrouy Tepanito) (Ki ma in., 1998). Lle cnig BpaxoByBaTn
y 6yIb-AKOMY aHa/li3i CiBBifHOIIEHHA BUTPAT Ta e()eKTUBHOCTI.

Ilopieuanns rFVIla ma FEIBA. Y npocneKTUBHOMY,
PaH[OMi30BaHOMY, BiIKPUTOMY IIepeXPECHOMY HOCIiJ[)KEHHI
nopisuioBanmy FEIBA (75-100 MO/xr) 3 gBoma fozamu rEVIIa (90-
120 MKTI/KT 3 iHTepBaIoM B 2 IOfi.) IIPY FeMapTpO3ax 3 MiKyBaHHAM
BpoMa. CrocTepiranaca nopibHa eeKTUBHICTD, X04a MOIeEpPes-
HbO BCTAHOBJIEHI CTAaTUCTUYHI KPUTEpPil B ZOCHif>KEHH] 00
eKBiBaJeHTHOCTI 3aoBo/IeH] He 6yau. TakoX, pemapar He MaB
HepeBary y >KogHoMy MOMeHTi yacy (Acrepmapk ma in., 2007).

Y panpgoMisoBaHOMY, lepexXpecHOMY IIOABIIHOMY CIiOMY
HOCIi/KeHHi 3a y4yacTio 27 maiieHTiB 6y/I0 IpOBeeHO MOPIBHAHHSA
Bucokoi gosu FVIIa, cranpgaprroi gosu rFVIIa ta FEIBA
y MiKyBaHHi reMapTpO3iB Ha paHHili crapii. [IBi rpynu sacrocy-
BauHsA rEVIIa manu nogiGHy BUMOTY [0 JOAaTKOBOTO TeMOCTATIY-
Horo nikyBaHHA. ['pyma sacrocyBanusa FEIBA moTpe6yBasa 3Ha4HO
6i/1bII0r0 JOLATKOBOTO nikyBaHHA nopiBHaAHO rFVIla y Bucokin
[03i Ta Maa TeHeHI[i0 O OiIBUIOTO JOJATKOBOTO MiKyBaHHs
Ipy nopiBHAHHI i3 3acTocyBanuaM rFVIIa y cranpaprsiit fosi (90
MKI/KT). Y KokpaHiBcbkomy ornsni edexrusrocti rFVIIa ta aPCC,
1 JOCTi>KeHHs Oy/IM €AVHUMM MiAXOASIIVIMIU JOCTIKEHH MU
3 yncna 10 igenTudikoBanux gocnipxenp. OgHaK, aBTOPU BU-
ABMIM METOLOMOTIYHI HOMMIKY B 060X JOCIi)KEeHHAX Ta 3pO-
Ouiy BUCHOBOK, 1110 FEIBA Ta rFVIla manu nogi6Hy remocratuyuy
edexrusHicTs (lopio ma in., 2010a).

Ha pesynbTaTy Ta BUCHOBKM y LUX JOCTiZDKEHHAX MOI/IA BIIN-
HYTH HU3KA PAKTOPIB, Y TOMY YMC/Ii HeBe/IMKa KiNIbKiCTh Malli€HTiB,
pisHa TAXKicTb QeHOTUIY KPOBOTeY, HAABHICTb Cyrnobis-
MillleHelt, CY6’€KTUBHICTb OL[iHKY MALli€HTIB 1100 eeKTUBHOCTI
MKyBaHHS, CIinuit a0 BiAKpUTHIT fU3AIH AeSKUX ZOCTIKEHb

Ta pisHuLA KpuTepii Bigbopy. HewonasHo 6y10 y3aranbHeHO
iHpopmarifo po (GakTopy, 10 MOXXYTb BIUIMHYTHU HA BiATIOBiLb
Ha Ipemnapartu o6xigHoi gii (BepuTopm, 2009).

Bucnosxu. Ilpu reMapTpo3ax Ha paHHIX CTaJil0 IPU NTiKyBaHHi
BfjOMa ofHOKpatHa o3a rFVIla 270 MKI/KT € TaKoI0 X e)eKTHBHOIO
Ta 6esnevnow, mwo i Tpu go3u rEVIIa 90 mkr/xr. IlopiBHANTBHI
mocmifikeHHA ogHOKpaTHOI 031 rFVIIa 270 MKI/KT y HOpiBHAHHI
3 opHi€ew a6o gBoMa fosamu rFVIla 90 MKI/KT He IPOBOJUIIN.
OpnokparHa fo3a FEIBA 3paeTbcst Takom X e(heKTUBHOI, IO I
nBi cranfapTHi gosu rFVIla 3 iHTepBamoM 3acTocyBaHHA 2 TOf,.
OpHoxparHa Brcoka fo3a rFVIIa moxe 6yTu 6inbi edeKTUBHOIO,
HiXx offHOKpaTHa fjo3a FEIBA, yepes 9 roaus micna mikyBaHHA.

Inwi sapianmu nikysannsa. Chify po3TAAHYTU TaKi METORM
NiKyBaHHA, AK, HAIPUKIIAJ, IIa3Madepes 3 iMyHoancopobLieio
ta Bucokomososuit FVIII, B 3anmexXHoOCTI Biff KIiHiYHMX 06cTa-
BUH 1 0CO6MBO y BUIaKaX HEJOCTATHDOI peakliii Ha Ipemnaparu
06xigHOI Aii, X04a 3acoby A/ TAKOTO CIOCOOY TiKyBaHHS He €
LIMPOKOJOCTYIIHUMU.

3acTOCYyBaHHA TPAHEKCAMOBOI KMC/IOTY CAIiji POSTIAHYTH IIPU
BCixX Bujax KpoBoted, wo nikyworbca rFVIIa. Ii sactocyBanns
€ 0COOMMBO Ba)K/IMBUM IIPU KPOBOTEYAX Y CIU30BUX 0OOIOH-
Kax. ICHyIOTb meBHi pU3UKM NpPU CYyIyTHbOMY 3aCTOCYBaHHI
TpaHekcamoBoi kucnotu ta FEIBA, mpoTe moBigomMieHHA Ipo
YCKIaZHEHHS € Jy)Ke piiKicHMMH, i 6arato aikapiB-KIiHinuUCTiB
3aCTOCOBYIOTb TPaHEKCaMOBY KUCIOTY y KombiHawii 3 FEIBA (Tioite
Tpan ma in., 2011; XonbMcTpboM ma in., 2012).

Y manieHTiB, 10 IpUIIMalOTh Ipenaparu o6XifHoI Ail, icHye
pu3uK TpoM603y, 30KpeMa, y JOPOCIUX, [0 MAIOTh CYIyTHI 3a-
XBOPIOBAaHHs. 32 TAKMMM NallieHTaMM C/1if} 3Ai/ICHIOBATH K/IiHiuHe
CIIOCTEpEeXXEHH: Ha IIpefMeT IPOSABY LUX HebaXkaHuX Al (Ae-
nopT, 2004; Camuep ma iH., 2007; bogo ma in., 2012).

Cmyninuacma a6o kombinosana mepanis. KombiHoBaHe TiKyBaHHS
rFVIIa Ta FEIBA Moxe ATV CMHEPIi4HO y AeAKUX NalieHTiB i MoXxe
POSITIAATHCA TIPY KPOBOTEYi, IO 3aTPOXKYE KUTTIO a60 36epexKeHHIO
KIHIIIBOK, sIKa He BIANOBifja€ Ha NiKyBaHHs IpernapaToM o6XifHoi
nii B sikocTi MoHOTepamii. ITpemapatu o6xinHoOi Ail MOXYTb Ipuii-
MatycA cTymingacto abo y xom6inanii (IllHaitnepman ma iu., 2007;
Maprinosity ma in., 2009; I'pinmxepi ma in., 2011). Taky crparerito
NiKyBaHHA He Oy/I0 TilieH30BaHo. [i 3acToCyBaHHA MOBiIOMIANOCA
JMIIE Y HEBEMMKill KiZTbKOCTI Ialli€HTiB, i BOHA MaJa II0TeHIlian BU-
K/IMKaTy BeHO3HMIT Ta apTepialbHIil TPOMO03, 30KpeMa, y CTapLINX
TAL[EHTIB Ta y ALi€HTiB 3 HAOY TMM PaKTOpaMI PUSKKY TPOMOOYTBO-
peHHs. ABTOpaM BiJOMO IIpO HeONyO/TiKOBaHi eIi30y BeHO3HOTO TPOM-
603y, IIOB*13aHOTO 3 KOMOIHOBaHNM JTIKYBaHHAM, TOMY TaKe TiKyBaHH:
CIIifi pO3I/IANATH Y BUHATKOBMX oOcTaByHax (IHrepceB Ta ChopeHCeH,
2011). Y cmizbHOMY BUCHOBKY 6y/I0 POSITIAHYTO IOTEHIIHY POIb
crymninyacroi kombinoBaHoi Teparmii (Teitren ma ix., 2007).

Inei6imopu FIX, noe’ssani 3 anepeiuHumu peaxuyiamu.
Y manienTiB, AKi Many TAXKI peakiii, [OB’A3aHi 3 KOHI[EHTpa-
TaMu, 1o MictaTh FIX, KpoBoTei CIift 1iKyBaTH i3 3aCTOCYBaHHAM
rFVIIa (Boppiep, 1998; Uirnep ma in., 2009).

JTiky8anHs cneyu@iunux npobnem 320pmanns Kposi

Ina cnenndiyHUX KIIHIYHMX CUTYalill IPOMOHYIOTLCA
peKoMeH iallii, TpOTe 3a BiICYyTHOCTI K/IiHIYHUX JOC/Ti[J)KEHb BOHU
060B’sI3KOBO OTPEOYIOTD Y3TOI>KEHHSL.

Kposomeui y m’axux mxanunax. Cnin sactocoypatu rFVIla
B 103i 90 MKI/KT 3 iHTepBanoM 2-3 TOMHNU 3 OLIIHKOIO IIic/A BBe-
ImeHHA KoXHOI 1o3u a6o FEIBA B mosi 50-100 Ox/kr 3 ornamom
4yepes 8 rofi. JKIo cnocrepira€TbcAa 9aCTKOBA BifIOBiAb MmicisA
npuitomy Tpbox fo3 rFVIIa abo epes 8 rogus micisa FEIBA, crin




AiarHocTuka Ta nikyBaHHS BpoaXeHoi remodinii, Lo cynpoBogKyeTbCs
HasiBHicTIO iHriGiTopie ¢pakTopis sropranHs kpoei VIl ra IX

POSI/IAHYTH MOX/IMBICTD 260 MPOJOBXKEHH TOTO X JTiKyBaHHA
3 IOBTOPHOIO OL{iHKOIO Yepe3 24 rof., abo mifBUIeHHs [O3K 9K
9acTOTM /MiKyBaHHA. 3aranbHi fo3u FEIBA He MaoTh mepeBuILy-
Baru 200 MO/kr/no6y. Ilpu BifcyTHOCTI BifnoBifi ab0 moripimeHHi
KpoBOTe4i CTif mepeiiTu Ha iHmMI mpemapaT ob6xigHOI il
JIikyBaHHA CIifj IPOTOB>XXYBATH 10 IIOBHOTO BiTHOB/IEHHA QYHKIIIT
Ms131B 3 IOCTYIIOBUM 3HIDKEHHAM JO3Y Ta YaCTOTI IIKYBaHHA IIpH
HAaCTaHHI MOKpalleHHA.

Kposomeua 6 cyznobax. Cnif po3rIAHYTM MOXIMBICTb
imo6inisalii ypaxxeHOro cyIaoba Ta 3aCTOCyBaHH: MaKeTiB 3 1bO-
mom. HeyckmagHeHi reMapTposu C/Iijj TiKyBaTu 3a TAKMM CAMUM
IIPOTOKOJIOM JIIKYBaHHA, IO 11 Y pasi KpoBOTeY Yy MAKMX TKaHU-
HaX, i IiIKyBaHHA C/ifi IPOLOBXYBAaTU IO IOBHOTO BiTHOB/IEHHA
GbyHKIT cyI7106Y, 3HOBY )X TaKU SHIDKYIOUN JO3Y Ta YaCTOTY, AKIIO
CIIOCTEpiraeThCA IOKpalleHHA. eMapTpo3u Ha paHHiil cTafil
MOXXHa JIiKyBaTy LULAXOM OfHOKpaTHoi indysii rFVIIa y nosi 270
MKI/KT 3 OLIiHKOIO 4epe3 4-6 rof.

Buympiwnvomoskosa xkposomeua. JlikyBaHHA C/IiJ| pO3IIOYaTh
i3 sacrocyBanHs rFVIla a6o FEIBA sixomora LiByLile Tic/IsA BCTAHOB-
neHHs nifo3pu fiarnosy (rFVIla B gosi 90-120 MxI/KT 3 iHTepBaOoM
2 TOAVHY Ta OLIHKOIO peakuii yepes fiBi Tepamnii abo FEIBA B mosi
100 MO/xr 3 onjiHKol0 Yepes 4 rog.). SIkuwo tutp inribiropa € H13b-
KMM, CTIiJi pO3I/IAHYTY MOX/IMBICTD BBEfIeHHA KoHLleHTpary rFVIII/
IX 3 perynapuaum mMoniropunrom pisHa FVIII/IX Ta nepexomom
Ha ITperapar o6xifgHoi Ail, Ko TUTp iHribiTopa 36imbIIyeTHCA. [T03Y
a60 JacTOTy BBELEHHS CIIijf 30i/MbINTH y pasi 4acTKOBOI BifjIIOBIfi,
ay pasi BificyTHOCTI peakiiii a60 AKIIO CIOCTEPIraeThCs HOTIpIIeHH ,
C/Iif HepeiiTy Ha IHIINIT IpemnapaT. 3a TaKuX 00CTaBUH MaKCUMajIbHa
nosa FEIBA 200 MO/xr/noby Moxe O6yTu IepeBuIlieHa, 1[0 MOXKe
OyTM OOIPYHTOBaHUM Y KO)KHOMY KOHKPeTHOMY BUIIafKYy. SKiro
BiIMOBifIb Ha a/IbTePHATMBHMUII IIpenapar He € JOCTaTHbOIO, MOXe
OyTU PO3IISHYTO MOXK/IMBICTh 3aCTOCYBAHHS CTYIIHYACTOI Teparii
LMMM IBOMA IIpeNapaTaMy. IHTeHCUBHY Tepamilo ctifi IpOfOBXKY-
BaTy NMPOTATOM NpUHAiiMHI 5 fHiB. KpiM Toro, pekoMeHayeTbCs
IIPOBOJUTH PEry/IApHY peHTreHorpadiuny oumiHky. Y pasi moxpa-
LIeHHA MOXKHA 3i/ICHIOBATY MIOBi/IbHE 3HVDKEHHS JO3Y Ta 4aCTOTU
3actocyBanH:A. HemonasHo noigomsnocs npo 100% edexkTBHICTD
IIpU I03aMO3KOBili KpoBoTeui Ta 82% — BHYTPilIHbOMO3KOBIit
KpOBOTeYi IpM 3aCTOCYBaHHI «CTaHAAPTHOrO» fo3yBaHHA rFVIla
(Haxap ma in., 2010).

Cnip posrnaHyTH TaKi MeTou NikyBaHHA, AK rFVIII/IX 3 mnas-
MadepesoM, B 3a7IEXKHOCTI Bifj KIiHIYHMX 0OCTaBMH Ta BiAIOBIAi
Ha mikyBaHHA. [Ipodinaktuyne nikysauus rFVIIa abo FEIBA
CIIiJ| pO3II0YaTH Bifipasy Iic/1d NIPUIMHEHHA BHY TPilIHbOMO3KOBOI
KPOBOTeYi i IPOJOBXYBaTy BIPOIOBX IIPUHANIMHI 6 MiCALiB.

Pexomenoauyii

o Cruig BXXUTH HeOOXiTHUX 3aX0fiB /A TiKyBaHHSA KpoO-
BOTeY NPOTATOM 2 TOAMH, AK BJOMa, TaK i B TiKapHi.
ITamienTN NOBMHHI Oflpasy K OTPUMYBATH NiKyBaHHA
BAOMa 3a y3TOJKEHIMN NONepegHiMHM cXxeMaMu,
3 MOKTIUBICTIO LIBUAKOTO JOCTYIY 10 OTIAAY B MiKapHi
Ta/ab0 OTpUMaHHA peKOMeHalliil JOCBiZYeHOTO TiKaps-
kninimycra (Crymins 2C).

« KpoBoTeui MOXXHa KOHTPOTIOBATH IIIAXOM 3aCTOCY-
BaHHA Bucokux fo3 FVIII/IX y manieHTiB 3 HU3bKOIO
BigmoBigai ta sactocyBaHHAa FEIBA uu rFVIIa -
y HaLli€HTiB 3 BICOKOIO BignoBiaai0. MoXINBicTh 3acTO-
cysanHaA FVIII Mo)xHa posriagaTu npyu MaCUBHIX KpPO-
BOTeYaXx y Nalli€HTiB 3 BICOKOIO BiiIOBiA10, II0 MAIOTh
AHTUTiNIa B HU3BKOMY TUTPi. [In4 manieHTiB 3 HU3bKOIO

BigmoBiapI0, 0 MarOTh iHTibiTOpM B HUSBKOMY TUTPI,
Kpame migBumutu yacrory ingysiin FVIII/FIX, mix
nigBuuyBatu go3y (Crymnins 2C).

o ITamienTiB, mo manu anepriuni peaknii Ha FIX, cuip
nikyBaru rFVIIa (Crynins 1C).

o IIpu remaprposax Ha paHHiN cTapgii BapianTammn
niKyBaHHA € ogHOKparHa fo3a FEIBA (50-100 MKr/kr),
OQHOKpaTHa BHUCOKa go3a (270 mxr/kr) rFVIIa a6o 1-3
crangaptHi fo3u (90 mxr/kr) rFVIIa (Crynius 1B).

» KpoBoreui ne y cyrno6ax cuig nikysaru FVIII/FIX a6o
cranpapTaumu gosamu FEIBA un rFVIla go orpumannsa
nopanpiux gauux (Crymins 2C).

« 3acTocyBaHHSA TPaHEKCaAaMOBOI KMCIOTH CIiff pO3IiA-
HYTH /14 YCiX MallieHTiB, AKi He MPUIIMAIOTh BUCOKi 03U
FEIBA (> 200 MO/kr/g00y), Ipu 5boMy ii 3aCTOCyBaHHSA
€ 0c0011BO Ba>KTMBIMM IIPU KPOBOTEYAX Yy CIN30BMUX 000-
noukax (Crymins 2C).

o [lesaAKi KpoBoTeYi, IpU AKUX BiICYyTHA BiANOBiAb Ha Mpe-
naparu o6xigHoi fii, MO>KHa e()eKTUBHO TiKyBaTH IIA-
XOM epafguKanii iHribiropa 3a gomomoroio nasmadepesy
a6o imyHOaaCcOpOLii y moemHaHH] i3 3aCTOCYyBaHHAM KOH-
menrpary FVIII/IX y Bucoxkiii gosi (Crymnins 2B).

+ Kom6inosane nixyBanusa rFVIIa ta FEIBA crig posrua-
JaTH TNIIe IPY KPOBOTEYaX, 10 3aTPOXKYIOTH XKUTTIO 460
30epe>KeHHI0 KiHI[iBOK, SIKi He BiJITOBigal0Th Ha >KOIHMII
npemnapar B akocti MoHotepanii (Crynins 2C).

o ITamieHTiB 3 reMoini€ro A 1erkoro/cepefHbOrO CTyNMeHA
3 MYTaLisIMU, 1[0 BUKIUKAIOTH BUCOKY YaCTOTY HOABH
iHribiropis, ab6o 3 iHribitopamu B ciMeitHOMy aHaMHe3i,
cinipg nikyBatu DDAVP, AKII0 € MOKIUBICTh YHUKHYTH
excriosunii FVIII (Crynius 1C).

o ITanmienTn 3 reModiniero A rmerkoro/cepegHbOrO CTYHeHA
3 yTBOpeHHAM iHribiTopiB, MaroTh cipo6yBaru DDAVP,
BKmoyaoyy BumipoBanus piBHsA FVIII yepe3 4 rogunn,
i meit mpemapar, y KoM6iHanii 3 TpaHeKCaMOBOXO KIICIO-
TOI0, CIiJi 3aCTOCOBYBATH, AKIIO MOX/IUBO YHUKHYTHU
excriosunii FVIII (Crynius 2C).

o JIikyBaHHA KPOBOTeYi 3a/1€KUTH Bif Micu A i1 BUHMK-
HEHHA Ta TAXKKOCTi, TUTPY iHribiTOpa Ta momepegHbOT
peakuii Ha mpemapatu 06xigHOY Aii, a TAKOX Bif TOTO,
HHM3bKa YM BIUCOKA BifNIOBigb Ha NTiKyBaHHA y HallieHTa
(Crymius 2C).

XipypriuHe BTpy4YaHHs

XipypriuHe BTpy4aHHs y Malji€HTiB, [0 MAOTh iHTibiTOPH, €
BUCOKOPM3UKOBAHOI IIPOLEJyPOI0, AKa IPOBOJUTHCA HENPO-
CTO, OCKIi/IbKM KOJIEH NPEIapaT He MOXKe rapaHTyBaTu IeMOCTa3.
3a mestkux 0O6CTaBMH B iHTepecax Malli€HTa CIij BiMOBUTICS Bif
BUKOHAHHs IIpolLienypu. eMocTas Mae 6yTH [OCTaTHIM MPOTATOM
nepy- Ta MiC/IA0IepaLiifiHOro IepiofiB 3a//1d CHPUAHHSA 3aTOEHHIO
PaHM, a TAKOX IIPOTATOM TPUBAJIOTO IEPiofy /IS MOXIMBOCTI
IpOXOI>KeHHA (isioTepamii Ta peabimiTauii micis Be1MKoOro
XipypriuHoro BTpy4aHHsA Ha CyIIo0ax.

SIKo y manieHTa € aHTUTiNA 1O $aKTOpa 3TOPTAaHHA Y HU3D-
KOMY TUTPi, MOXYTb 3aCTOCOBYBAaTUCA BUCOKI Ta yacTi sosu FVIII/
IX. Y manienTa cnip perenbHo koHTpontoBaty piBHi FVIII/IX
Ta CIOCTepiraTy 3a po3BUTKOM aHaMHECTMYHOI BiANoBifi, 10
Ay>Xe LWIBUAKO MOXe Ipu3BecT! fo HeedextuBHOocTi FVIII/
IX. V nanientis 3 remodinielo nmerkoro/cepegHboro cTy-
IeHA Ta HAasABHICTIO B MMHYJIOMY iHTibiTOpa, CIif posrasaHyTH
MOX/MBicTb BBefleHHA rFVIIa 3af14 yHMKHEeHHA aHAMHECTUYHOI




3nopop g’ Ykpainu

Bisnosifi. IIpn HeBenuKMX npouesypax MOXHa 3aCTOCOBYBAaTH
DDAVP, skiio BiilIOBib € JOCTaTHHOIO.

ITpn XipypriyHux BTPy4YaHHAX YCHIiLIHO 3aCTOCOBYBA/IuU
ax rFVIIa, tak i FEIBA, i 6arato perynATopHuX OpraHiB BBaka-
I0Tb, L0 BOHM MOXXYTb 3aCTOCOBYBaTy B3a€MO3aMiHHO, OCKi/IbKH,
3Ja€ThC, 110 00MIBa LUK IpernapaTy 3a0e3nedyoTh epeKTUBHMI
remocTa3 y 80-90% mnauienris (KpinTana-Monina ma in., 2004;
Tritonndbitopr, 2004; Obeprdenn ma in., 2008; Teitten ma in.,
2009; Poppirec-Mapman ma in., 2010; Takenani ma in., 2010; Pan-
rapajpKaH ma in., 2011).

Ho3y Ta TpuBamicTh 3aCTOCYBaHHA LUX IPEIAPaTiB /I PisHUX
TUIIB XipypriYHOro BTpy4YaHHS He CTaHapTU30BaHO. byno
ony06/IiKOBaHO Y3rOf)KeHMIT IPOTOKON A/ 3actocyBanHsA rFVIIa
Ipy IIaHOBiN opronmenuyHiit onepanii ([I>xanrpange ma in.,
2009). bynu moBiZoOM/IEHHSA IIPO 3aCTOCYBAaHHA Yy KIiHIYHUX
pocnimxennax rFVIIa mnsaxom 6esnepepsHoi indysii, mpoTe gaHi
IOJO i10T0 e(eKTUBHOCTI € CyNepewIMBIMI, a CaM IiAXifa He 6y/I0
ninensosaHo (Cwmir ma in., 2001; Jlagnem ma in., 2003; Ilpyrti ma in.,
2007). FEIBA 3a3Buuait 3aCTOCOBYETbCA B fo3ax 75-100 oguHMIb
3 inTepBamamnu 8-12 roguH.

Bubip npenapary o6xigHoi mii f/Is KOXXHOrO OKpeMOTo
HalieHTa, 10 noTpebdye omeparnii, 3a71€XXUTh Bifi IONEPETHBOTO
MiKyBaHHA KPOBOTEeYi, JOCBiTy MEITYHOTO LIEHTPY, BEHO3HOTO J0-
cTymy, 3actocybanHa FEIBA B anamHesi Ta MipKyBaHb BapTOCTi.
ITpu remodinii A TAXKKOro CTyIeHs aHaAMHe3 He 3MiHUTb (QeHOTHUII
KpoBorTedi abo peakuito Ha FEIBA, mpoTe J03BONMUTD He pOITISAATI
BapiaHT 3acrocyBaHHA FVIII B AK0OCTi KOPOTKOCTPOKOBOIO 3aX0fy
1 MKYyBaHHS HEKOHTPO/IbOBAHOI KPOBOTEYi. Y [IeAKUX BUIIAKaX
Oyy yCIilIHO 3aCTOCOBaHI IPOTOKOH, 1110 TOEFHYBAIHN 3aCTOCY-
BanHA rFVIla y noyaTkoBoMy nepuonepaniinomMy nepiogi 3 nepe-
xonom Ha FEIBA mif yac TpuBasnoro nepiogy micisomnepaniitnoi
pea6iniTauiI (Teitren ma in., 2009). Y ManeHbKMUX giTeit, 1o
ouikyioTb II'T, mif yac XipypriuHux BTpy4aHb MOXYTb TiKyBaTHUCA
3a pornomoroto rFVIIa.

O6uzBa mpenapaTy € MOTeHILitHO TpoMborenHumu. Enizonn
TpOMOOYTBOPEHHA CIIOCTepiraanucsa y OKpeMux MalieHTiB, 1o
MajM JOFATKOBI paKTOpM PU3UKY, Ta/ab0 KOMU IPUITHATA F03a

IepeBMIIyBaa BCTAaHOB/IEHI pekoMeHpanii (Anenopt, 2004; Teii-
ten ta IlyH, 2004). Pasom 3 rFVIIa MoxyTb 3acTOCOBYBaTMCA TaKi
aHTUi6pUHONTITHYHI 3acoby, AK TpaHeKcaMoBa KucmoTa (Ilymp-
MaH ma in., 1998). 3acTocyBaHHSA TpaHEKCaMOBOI KUCIOTH Pa3oM
3 FEIBA He peKOMeHY€ETbCA BifIIOBITHO IO KOPOTKOI XapaKTepu-
CTHUKI IIpellapary, poTe Take MOEfHAHHS 3aCTOCOBYBanocs 6e3
nosiBy HebaxkaHuX sBulL (XonbMCTpbOM ma iH., 2012).

Pexomenoauii

« Xipypriune BTpy4aHHA y nanieHTiB 3 reModiniero 3 yr-
BOpPEHHAM iHTiOiTOPIB CIif HPOBOANTH B MEAMYHUX I[€H-
Tpax, AKi MalOTh JOCBiJ MPOBeEeHHA OMepaNill y TAKIX
XBOpUX Ta 3a0e3MeYyI0Th MOXXINBICTH LiT0F060BOTO
BOCTyNy [0 KOHCynbTaniit cnenianicra (Crynins 1C).
KomHuit 3 fOCTYNHUX KPOBOCIMHHMX Npenaparis
He MO>Ke TapaHTyBaTy reMOCTa3, TOMY Xipypriusi BTpy-
YaHHSA CNIiJ IPOBOANTY IUIIE IiC/IA peTeNbHOI OL[iHKN
MOTeHIiTHNX pu3uKiB Ta Kopucti (Crymins 1B).

o FVIII/IX Moxe 3aCTOCOBYBATHCA, AKIIO MOKYTb OyTH
ROCATHYTI AocTarHi nmasMosi piui (Crymins 1C).

o rFVIIa a6o FEIBA Mo)<Ha 3aCTOCOBYBATH B 3aTBEPA KEHIX
pexomengoBanux go3ax (Cryminp 2C). SIKmo moyarkoBa
Tepamis npenaparom o6xifHoi fii He Oyna e eKTIBHOIO,
TOJi MOKe 3aCTOCOBYBATUCh alIbTePHATIBHII Ipenapar
00XigHOI Til.

IIpodinakTuka g ManieHTiB, M0 MAKOTH iHriGiTOPH

binpmricth mamieHTiB, 1[0 MaIOTh iHri6iT0pM, He MOXYTb 3a-
crocopysaru FVIII/FIX gns npodinakTuku, OCKiIbKY Iepiof
HaIliBBUBEJIeHHA € HaJITO KOPOTKMM, X04a BBefIeHHA pa3 Ha 00y
a60 fBiui Ha HOOY Moxke 6yTU eeKTUBHMUM IpH iHIi6iTOpax B HU3D-
xomy TUTPi. locnimxenns i3 sacrocysanHaM FEIBA rta rFVIIa
IPOJIEMOHCTPYBA/IM 3HM)KEHHA YaCTOTY KPOBOTeY, MiATPMMaHHA
260 IOKpalleHHA OL[iHOK CYI/I06iB Ta MOKPAIeHHA SAKOCTI KUTTS
(Ta6muus III). FEIBA BuknMKae iMyHONOTiYHY HaMATh, TOMY
J10T0 He CJIifl 3aCTOCOBYBATH y MALi€HTiB, AKUM 3aIll/IAHOBAHO
nposefieHHs IIT.

TABIUIA II1. JOC/IJI>KEHHS, B SIKMX BUBYATTACS [TIPOOUIAKTUKA TTPEITAPATAMM OBXIJTHOT A11.

HocnigxeHHs Nauientn Cxema Pesynbrar
TNeiiccinren Ta in 26 1OPOCHX 3MeHLUeHHs KinbkocTi ycix kposoTed Ha 62%,
(ZOIIP) ) Tg Fl,’i)Teﬁ FEIBA 85 MO/kr £ 15% 3 pHi He nocninb Ha TMXAEHb.  3MEHLIEHHS KiNbKOCTI KpoBOTeY y cyrnobax Ha 61%
) MOPIBHSHO 3 NiKYBAHHSM 30 HeobXiAHOCTI.
22 Bunamku rFVllay nosi 90 nopisHsiHo 3 270 mkr/xr/aoby,
Konkn Ta in. (2007) 51-50.5 HOKiB 3 Mmicaui nikyBaHHs Ta 3MeH1weHHs KinbkocTi kposoTeui Ha 45% ta 59%
' 9 P 3 Micaui noaanbWOro cNocTepexXeHHs
. . 22 pnTnHM FEIBA nig vac IIT MegiaHHa piuHa 4OCTOTA BUHMKHEHHS remMapTpo3sy |
Kpoutain. (2000) (3 ' ois 50-100 MO/kr/noy (0-6)
Banentino (2004) Z J:::TTI?' 75.1 OOFfE\Ig)?Kr/no@ 3MeHLwWeHHs reMapTpo3y Mig Yac nikysanHs FEIBA
XinrapTHep Ta iH. 7 ieit 50-1 OOFAE\IEB)’;‘Kr/AOGy ﬂporpgcyBgHHa olpronuTii y 5/7, ypaxeHHs HOBUX
(2003) Yepes peHb abo x 3 pasu/TMxaeHb cyrnobis-miweneit y 4/7
e . 3MeHLueHHs KinbkocTi kpoeoTey B cyrmnobax y 83% navjientis
RliMixene ra Hetpie 14 nauiexTis FEIBA 15-100 MO/kr y 8/13 ctaH cyrnobis 36epircs, y 3/13 ctaH cyrnobis
(2006) LWoaeHHo- x 1 pas Ha TMXAeHb
NoKpaLMBcs
TNemccinrep ta in. 5 nauiexTie i FEIBA 3MeHLwWweHHs kpoBsoTeyi B cyrnobax 36epexeHHs abo
(2007) 3-16 pokis 065071503"3{3'(;@/01160)16)/ NOKPALLEHHS OLiHKHK cyrnobis
6 nauienris FEIBA 3MeHLWeHHs KpoBOTEY
BanenTino (2009) 3 7_2"2 ok 100 MO/kr/moby abo MokpaweHHs cTaHy KicTok
! P 50-75 MO/kr koxHuit 3-i1 peHb. MokpaueHHs SKoCTi XUTTS
MopgiHi ra in. 13 mopocux rf¥lla 3MeHLWeHHs YOCTOTH KPOBOTENI
(2007) Ta Aitei 200 mkr/kr/poby — TMXAEHb P




AiarHocTuka Ta nikyBaHHS BpoaXeHoi remodinii, Lo cynpoBogKyeTbCs
HasiBHicTIO iHriGiTopie ¢pakTopis sropranHs kpoei VIl ra IX

IIT, ingykuisa imynnoi TonepantHocTi; FEIBA, myHTyoua
aKTUBHICTb mpy iHribiTopax dakropa sropranus kposi VIII;
rFVIla, pekombinaHTHUIT akTMBOBaHMII pakTop VII

Byno onmy6nikoBaHO ABa MPOCIEKTUBHUX HOCHIfPKEHHA.
Y pocnipxensi ProFEIBA mopiBHoBanu npoginakTuky 3a jgo-
nomoroi FEIBA 85 MO/kr 3 fo6u/TuXaeHb 3 MiKyBaHHAM
3a HeoOXiHOCTI, Ke IPOAEMOHCTPYBAIO 3HIDKEHHS Cepef-
HbBOTO Ki/IbKOCTi BCiX KpOoBOTeY 3 13 110 5 IPOTArOM 6-MiCAYHOrO
nepiopy. Lle mocmifKeHHA Malo paHIOMi30OBaHMII i IepexpecHmit
nusaiiH. CepefiHA KiNbKiCTbh BUNAJKiB reMapTpO3y NPOTATOM 6
MicALiB mpodiTaKTUKY CTaHOBK/A 4-2, IPU LIbOMY 6 3 24 OLIiHEHNX
IalieHTiB He Ma/Iu KpoBOTeY mif yac mpodinakTuky (Jleiiccinrep
ma iH., 2011). [IpocriexTMBHE TOCTif>)KeHHA i3 3aCTOCYBaHHAM
rFVIla npofeMoHCTpyBao 3SMEHIIEHHA KiIbKOCTi KPOBOTEY B CY-
r100ax B CepefHbOMY B CepefHbOMY 3 14 mMpoTAroM 3-MicsYHOro
nepiofly Teparii 3a BUMOroxw fio 8 ta 4 mporArom 3 MicALiB i3 3a-
crocyBaHHAM 703 90 a6o 270 mkr/kr/goby, Bignosiguo. Cratu-
CTMYHO 3HauyIIol pisHuui Mix go3amu 90 Ta 270 MKI/KT He 6y/I0
(Kouksn ma in., 2007). Lle mocnifxeHHA He Masio paHAOMi30BaHOTO
Ta nepexpecHoro fusaitny. Tomy, faHi € MeHII HafifiHUMMU i TOIt
Pesy/IbTaT, 10 3MEHIIEHHS KiIbKOCTi KPOBOTEY IIPOJOBXYEThCA
micna npunuHeHHs npodinaktuky rFVIIa Moxe BUABUTUCA BU-
nagkoBuM. KopgHuit 3 mpemapariB 06xigHOI fiii MOBHICTIO He 1O-
HepeiKaB KpoBoTedi y O6i/bIIOCT] MallieHTiB, 1 X04a BOHM 06MfBa
IIPOJIEMOHCTPYBA/IM CYyTTEBE 3HVDKEHH A YaCTOTY BUHUKHEHHSA KPO-
BOTEY, IPOTE Pe3yNbTaTy HEMOXIUBO nopiBHATH. Hepifomo, un
SHIDKEHHSA KPOBOTEYi NPOABIAECTHCA NO3SUTUBHUMU 3MiHAMU
y maTosorii cyrno6is, mpoTe, 3Bajkaldy Ha Ki/lbKicTh BUIAAKIB
reMapTpo3y, W0 CIOCTEPiraancs, Nomnepei>)KeHH A IPOrpecy BaHHA
apTpomarii € ManoitMoBipHuM. Takox HeBifoMo, Uit Oyfe y IOfab-
IIOMY 3MEHIIYBaTHUCA 4aCTOTa KpPOBOTeY IIpyU OBLUIOMY Hepiofi
npo¢inakTiKy a60 YUY CXeMU 3aCTOCYBAHHA MEHIINX 103 OYyAyTh
TaK caMo e()eKTUBHVIMIL

HepnusHo, 10 Ba NPOCIEKTUBHUX JOCTIPKEHHS MAIOTh HIDKYI
pesy/IbTaTy HOPiBHAHO 3 61/IBLIICTIO ONY6/TiKOBaHNX JIiTePaTyPHUX
IKepes, Xo4a 06ufBa HOCTiIXKeHH BKII0Ya/IM NUIIe NalieHTiB
3 BIUCOKOI0 4aCTOTOI0 KpoBoTe4. HasgBHI JaHi IepeKOHINUBO
HiATBepIXYIOTb AYMKY, 1110 IpodiTaKTIKa IpernapaToM 06XiTHOI
nii He € HacTiNBKY € epekTUBHOIW, 1o it FVIII/IX, Haromouryoun
Ha peKOMeH/allil IpOBecTy ToMepy3aliio [0 iHribiTopa Ha paHHI
crapii.

Ak iy BumajKy 3 manieHTaMmu, 1o He MaloTh iHribiTopiB
baxTOpiB 3rOpTaHHA, HAIKPAILI00 MOX/IUBICTIO MOMIEPefUTH
apTpOIATiio € MepBYHHA MPodiTaKTUKa, PO3IOYaTa B PAHHbOMY
AUTUHCTB, KONMU 1€ HeMa€e CyTTEBMX IONEPeHiX YUIKOMKEeHDb
cyrno6is. baraTo ony6miKoBaHUX JOCTifXKEHD, IO PO3IIALANN
npo¢inakTuKy iHri6iTopiB, IPOBOAMINCS 32 YIACTIO CTAPLINX
NaIli€HTiB 3 CyTTEBOI apTPOMNATI€I0, KOMM KOPUCTDb BaXkde IpPo-
HeMOHCTpyBaru. [l/ig po3rARYy LibOrO MUTAHHA 3HAKOOIATHCA
HOCTifXKeHH 3a Y4acTIO AiTeil 3 Xopomwoo QYHKIi€n cyrnobis
Ha eTalli BK/IIOYEeHH.

Y cxemax mpodinakTUKM NMOBiZOMIATOCA HPO 3HAYHI
Bapianii, Ax y fo3i, Tax i y yacroti indysii. OnTuManbHi cxemn
A1t 060X IpemapaTiB Bce Lie HOTPiOHO BCTAHOBUTH, IPU LILOMY
Bupimanpuumu ¢akropamu € norenuiiua 11T, yactora indysii,
momnepesHs BiANOBiAb Ha mpenapatu 06XigHOI il Ta BapTicTh
NMiKyBaHHA. 3aBAAKM NOBLUIOMY Hepiofy HamiBBUBeJEeHHA
FEIBA Moxe 6yTu 6/l MpaKTHYHMM BapiaHTOM AJIs 6ararbox
HaIli€HTIB.

Jst mauieHTiB, wo npoxopats 11T, abo y pasi, sskmo IIT 6yzne
HeeeKTUBHOI, MOXYTb 3acTocoByBaru rFVIla abo FEIBA.

HaitvacTine sacrocoByroTbcs Taki cxemu: rFVIIa B gosi 90 MKI/kr
a6o FEIBA B 103i 50-85 MO/xr 4epe3 feHb a60 TPy pasy Ha TUX-
neHb. [eAki maniedTy BigmoBigalTh Ha Habararo MeHIIi JO3M,
Hanpuknag: FEIBA 10-15 MO/go6y. k1o moyaTkoBe NiKyBaHHA
€ Hee(eKTUBHNUM, TO HifBUIIeHHA YacToTu iHdy3iit FEIBA npu
IPONOBXEHHI 3aCTOCYBaHHA Ti€l )X 3aranpHOl [03u Oyme Gimbur
eKOHOMHUM BapiaHTOM, HiX migBumeHHs posu. [logi6HUM
YMHOM, IIpu 3acTocyBaHHi rFVIIa, AK10 KpoBoTedi IPOJOBKY-
I0ThCs1, He3Ba)XkKaouy Ha 103y 90 MKI/KT, IifiBMIIeHHs J060BO]
nosu rFVIla susBunocs neepexkrnBuum (Konkn ma in., 2007),
TOMY 301/IblIIeHHA YaCTOTY BBEJeHHS [03M € OiblLI TOTiYHUM
MiIXOIOM.

Pexomenoauii

o Y pmiTeit MOTOALIOTO BiKy MicC/sA MepUIOro BUMAaAKY re-
MapTpoO3y A1 3MEeHIIEHHA PU3NKY apTpOMNAaTii c1if pos-
ITIAHYTY MOX/IUBIiCTh NPOQiTaKTUYHOTO 3aCTOCYBaHHSA
npemnapariB 06xigHoi xii (Crymins 2C).

o Skmo nmpodinakTuKa BUMAraeTbcs A1 HALi€HTiB, 1[0
ouikytors IIT, cnix sactocosyBaru rFVIIa (Crymins 2C).

 IIpodinakTuyHe TiKyBaHHA mpemaparaMy o6ximHol mil
y nmanieHTiB, mo npoxoaAats IIT, caig sMeHmuUTH, KON
BigHoBnennii piens FVIII miggaernca BumiproBaHHIo,
i mpunuHuUTHU, KOMN TUTP Beresma € HeraTMBHUM, IpU-
NMYCKAaK4H, 10 Ile He IpU3Befie 0 CYTTEBUX KPOBOTEY
y nepiog Mix ingysiamu (Crynins 2C).

o MoXXIHMBiCTB 3aCTOCYBaHHA NPOQiTaKTUKN MOXKHA PO3-
IIAHYTH Y CTapUINX NAIIi€HTIiB 3 peIUIUBYIOYNMIU KPOBO-
Tedyamu abo nporpecyrodor aprponariero (Cryninp 2C).

o IImtanHa BuGOpy mpenapary And NpoQpiTaKTUKU CIif
po3IIAgaTH ANA KOXKHOTO NMalieHTa OKpeMo, Oepyun
JI0 yBary NONepefHI0 peaKIilo Ha TiKyBaHHA, croci6 3a-
crocyBaHH:A Ta Bapricth (Cryminb 2C).

o SIkmo moyaTkoBa cxeMa € Hee()eKTUBHOIO, i BULIIEHH S
yactoTu iHQysii ckopiure 6yge 6inbure epeKTMBHUM, Hix
nigsumenHs go3u (Crynins 2C).

MoHniTopuHr npenapariB 00XxigHoI il

BanizoBaHMX m1ab0OpaTOPHUX TeCTiB A/IA MOHITOPUHTIY
npenapartiB o6xifgHoi #ii Ha ¢oHi KpoBOTeu abo mif vac
XipypriuHoro BTpydYaHHs y MalieHTiB 3 iHribiTopamMm HeMmae.
B sAKocTi iHCTPYMEHTIB JoCTifKeHHA BUKOPUCTOBYBaINCh TaKi
TecTH, AK TecT TpoMbiHOoyTBOopenHa (TGA), kanibpoBaHa aB-
tTomarusosaHa Tpomborpadis (CAT) ta rpomboenacrorpadis
(TEG)/Tpomboenacromerpiss (ROTEM) ([Tapro ma in., 2010). L1i
TeCTV He € CTAHJAPTU30BAHUMM 1IOJ0 PEaKTUBIB Ta TeXHiKM,
a ToMy iX pesynbTaTy HeMOX/IMBO nopiBHATH ([Japro ma in.,
2007; JIproic ma in., 2007; Ban Been ma in., 2008). Komirer
3 Hayku Ta cTangaprusanii FVIII/FIX MixHapogHOro ToBapu-
ctBa TpoM603y Ta remocrasy (KHC MTTT) sanposagus pob6oui
TPy /IS CHPUAHHA CTAaHAAPTU3ALii DEKOMEHJAlill. Y BUIaIKy
TGA ra CAT, pisui rFVIla Ta FEIBA HeMOX/1BO 6e3I0CepefHbO
nopiBHATK (BaH BeeH ma in., 2008), a TPOM6OYTBOpeHH IIpH
rFVIla HeMOX/MBO oniHNTY y 30ifHINiN TpOMbOLMTAMY TITa3Mi
(Oapro ma in., 2008; Ban Been ma in., 2008).

Pexomenoayis
« 3acTrocyBaHHSA Ta6OPATOPHUX TECTiB J/IA MOHITOPUHTY
Ta BUSHAUYEHH S {03 /IS Tepamil mpemaparamu o0ximgHol
il y mauieHTiB 3 iHriGiropamMu He peKOMEHAYETHCA 3a Me-
>KaMu KniHivHux gocnimxens (Crynins 2C).




3nopop g’ Ykpainu

3asBa npo BifMOBY Bifj BifNOBigaTbHOCTI

Xoua pekoMeHpaanii Ta iHpopmaluio, 1[0 HAFAIOTHCA Y LUX
KepiBHMX HacTaHOBAX, BBAXKAIOTbCA AifICHUMU Ta TOYHUMU
Ha MoMeHT my6mikanii, aBropyu, UKHCDO, BpuraHcbke ToBa-
puctBo remarosnorii abo BupgaBui He OepyTh Ha cebe KOAHY
BiJJIIOBi/Ja/IbHICTD 32 3MICT IIMX KepiBHMX HaCTaHOB.

JlaTa nepernany KepiBHMX HaCTaHOB
KepiBHi HacTaHOBY Oy yTb HeperAHYTI Yepe3 5 pokiB abo
paHillle, KO 3ABIATHCSA CYTTEBL pO3pOOKM.
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