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Criaa MyJabTHAHCHHUILIIHAPHOI po00Y0i rPyNnu 3 MiATOTOBKYU

Jonceka CBiTiaHa
bopucisna

Jlimmmmmaa Onena
MuxaiiniBHa

ABep’siTHOB €BreHiit
BanentunoBuu

BecenoBa TetsHa
Bononumupisna

BinbueBchbka
Karepuna BiktopiBHa

['embapa Poman
TapacoBuu

Hopom Osnbra
IropiBHa

Iy6eii Jleonin
SpocnaBoBuu

Kap6iBHnumii
Bonogumup
OnexcannpoBuy

Knumenko Cepriii
BikTopoBuu

Marroxa Jlapuca
denopiBHA

[TapamonoB Biktop
Bonoaumuposuu

Cemensika
Bosnogumup IBanoBH4

aJanToBaHOl KJIiHIiYHOI HacTaHoBH «I'emodiin»

3aBimyBau LleHTpy oOHKOremarosorii 1 TpaHCIUIaHTaIli KICTKOBOTO
MO3KY HamionansHoi TUTAYO01 creriaiai3oBaHol JiKapHi
«OXMATIAUT» MO3 Ykpainu, 3aciy>keHul Jikap YKpaiH, K.M.H.,
JIOLICHT, TOJIOBHUHM mo3amratHui cremiamict MO3  Vkpainu 3i
CIeliagbHOCTI «JIUTsA4a reMaToJIorisy,

MEIUYHUX
EKCIIEPTHUI

CTaHmapTH3aIlii
«/lepxxaBHuii

nupektop  JlemaprameHTy
JlepkaBHOTO  MiJIPHEMCTBA
MO3 VYkpainu», K.M.H., CT.H.C.;

HOCITYT
LEHTP

aupektop KuHiBCbKOTO HayKOBO-TPAKTUYHOTO IEHTPY MAaTOJOTil
reMocTasy, CTapIIMii HayKOBHU CHiBpOOITHHMK Jlep:kaBHOI ycTaHOBU
«IHcTuTyT remaronorii Ta Tpancgysionorii HAMH VYkpainn», k.M.H.;

acucTeHT kadempu ciMeliHOT MeOUIIMHU Ta  aMOyJIaTOpHO-
OOJIKIIHIYHOI  momoMoru  HarmioHanapHOI  MeOWYHOI  akauemil
nicasaumaomMHoi ocBit imeni [1JI. llynuka, k.M.H.;

3aBiyBa4y BIJJIJICHHS OHKOreMarosorii najs [JiTed  JepikaBHOL
yCTaHOBU «IHCTUTYT HEBIAKIAAHOI Ta BIJHOBHOI XIpyprii imeHl
B.K. I'ycaka HAMH VYkpaiau», cT.H.C., K.M.H.;

MaIi€HT, CTyaeHT JIbBIBCBKOTO TIPaBHOTO KOJEIXKY, M. JIbBIB
(remodimis B, 18 pokiB);
IATAYMHA TEMAToJIOT BUIIIICHHS TeMaroiorii Ta 1HTEHCHBHOI

ximiorepanii KomynanbHoro 3akiany JIbBiBChKOi o0OjacHOi paau
«3ax1THOYKPATHChKHM CIeiali30BaHuNl AUTIYUN MEIUUYHUNA TEHTPY,
K.M.H.;

npodecop kabeapu mnemiaTpii 1 HEoHArtosorii  (pakynbTETy
MICISAIUIIIIOMHOT OCBITH JIbBIBCBKOTO HAI[IOHAJIBHOTO MEIMYHOTO
yHiBepcutety iMeHi Jlanuna ["anunpkoro, 1.M.H.;

namieHT,  Oyxranarep  JIOIIKUIBHOTO  HABYAJBHOTO  3aKJIany
«Conuumiko», ceno I'eponuHiBka, Yepkacbkuil paiioH, Yepkacbka
obnactb (remodunis A, 25 pokiB);

3aBiyBay BIAUTY MEIWYHOI TeHeTHkH «HarioHalibHUN HayKOBHIA
neHtp paniamiitnoi meauimau HAMH Ykpaiauy, 1.mM.H.,

3aBimyBad kKadenpu cimerHoi MmeaunmHM HamioHanbHOI MEITUYIHOI
akagemii micisyauruioMHoi  ocBith  imeHi  [LJI. Hlynuka, a.m.H.,
npodecop, TroyioBHHM mo3amTaTHU cremiarict MO3 Ykpainu 3i
CHeIIaIbHOCTI «3arajgpHa paKkTUKa-ciMeiiHa METUIIUHAY,;

rojnoBHuil nikap KomyHanbHOro 3aknany «Yepkacbkuil oOjacHMIA
OHKOJIOTIYHUH HCIIaHCEPY;

CTapIINii HayKOBHU CIiBpoOITHUK JlepkaBHOiI ycTaHOBU «IHCTUTYT
remarosorii Ta Tpancdysionorii HAMH Ykpainny;
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3aBiayBady BIJUIIJICHHS Te€MaToJIorii Ta I1HTEHCHUBHOI XiMioTepamii
KomyHnansHoTO 3aKiIamy JIbBiBCHKOL obnacHoi paau
«3axiTHOYKPATHCHKHM CIICMiaNi30BaHUNd AUTIYNN MEIUYHUNU LEHTPY,
K.M.H.;

rojioBa TMpaBliHHSA BceykpalHCBKOTO TPOMaJChKOTO 00’ €THAHHS
iHBamiaiB «Bceykpaincbke TOBapUCTBO reMOMiTiiy.

MeTtoauunmii cynposin Ta ingopmauiiine 3a0e3neyeHHst

['opox €Breniit
JleoHigoBHu

MenbHuk €Breuis
OnexcanapiBHa

Mirens Onexkcanmap
Bomogumuposunu

[Munkina Onena
OnexcanapiBHa

HaYaJIbHUK BIJIUTY SKOCTI MEIMYHOI JOTIOMOTH Ta IH(OpMaIiifHUX
TexHojorii JlepxaBHOro mianpuemMcTBa <«JlepkaBHHMII eKcHepTHUI
uentp MO3 Ykpainuy, K.T.H.;

HaYaJIbHUK BIJITY JOKa30BOI MEIWIMHU [[ep)kaBHOTO IMiANPHUEMCTBA
«JlepxaBHuii excrieptHui nueHTp MO3 Ykpainuy;

3aBiyBa4 CEKTOPY CKOHOMIYHOI OIlIHKM MEIUYHUX TEXHOJIOTIH
HepxxaBHoro  mignmpueMcTBa  «JlepKaBHUM  €KCIIEPTHHA  IEHTP
MO3 VYkpainny;

HaYaJIbHUK BIIUTY METOIUYHOTO 3a0e3MeUeHHs] HOBITHIX TEXHOJIOTIN
y cepi oxoponu 3m0poB’s JlepkaBHOTO mianpueMcTBa «Jlep:kaBHMI
excrieptHuid neHtp MO3 Ykpainuy.

Jep:xxaBHuii excnepTHuii ueHTp MO3 Ykpainu € 4jieHom
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bpycnoBa Katepuna 3aBimyBau BiJUIEHHS Tremaroiiorii auTsdoro BiKy JlepkaBHOT

MuxaiiniBHa

Maiinaaauk
Biramii
['puroposuu

ycTaHoBU «HarioHansHUH HAyKOBHWM IEHTP paialliiHOT METUITUHU
HAMH VYkpaian», 1.M.H.;

3aBimyBay Kadenpu mneniatpii Ne4 HaiioHanbHOrO MEIUYHOTO
yHiBepcutery iMeHi O.O. boromomnbus, akanemik HAMH Vkpainu,
1.M.H., ipodecop.



Komenmap pooouoi ecpynu:
Ananimuuna 008i0Ka w000 cMany HA0AHHA MeOUYHOT 00nOMo2u Oimam,
xeopux na zemoinio A avo B

Cepeo cnaokosux Koazynonamii OCHO8He Micye 3atumaiomsb cemopinisi A i B, 3ymoeneni
oeiyumom FVIII i FIX 3cioanus kpoei, ma xeopoba Binnebpanoa. Po3nogciodacenicmo cemoinii
y Oinvuwocmi egponeticokux kpain cmanosums 13-18 na 100 muc. uwonogivozo nacenenwHs, abo 3a
danumu BOO3 ma Bcecsimnvoi @edepayii I'emoghinii 1:10 000 Hosonapoddicenux xaionuuxis.y
ecbomy ceimi Hapaxogyemwvcs 6ina 350 000 xeéopux na cemoinito. Buxoosuu 3 yvoco, moodicHa
nepedbayumu, wo 6 Yxpaini npoxcusae 6ins 3 000 xeopux na eemoiniro.

3a oanumu peecmpy Oimeil, X80pux Ha CnAOKO8i Koazynionamii, 6 Ykpaini cmanom Ha
01.01.2016 poxy Ha OucnancepHoMy 001Ky 3HAX00UNOCH 057 Oimeu 3 pisHUMU hopmamu
cnaokosux koazynonamiu, y momy uucii 307 dimetl (46,7%) 3 éasxckumu popmamu 3ax60pro8amnHs,
a came:

- 458 oimeu, xeopux Ha cemoinito A, y momy uucni 265 oimeiti (57,9%) 3 sasxckumu gpopmamu
3axX680pIOBANHSL;

- 79 oimeii, xgopux Ha cemoghinito B, y momy uucni 42 oumunu (53,2%) 3 sasxckumu ghopmamu
3axX680pIOBANHSL;

- 10 oimeti 3 pioKicHuMU opmamu 8pOOAHCEHUX KOA2YTONAMI.

Hatiuacmiwe yi 3axeopioanns npossusalomecs y pPAHHbOMY 6iyi KpOBOMOUUBICMIO, 5KA
BUHUKAE CNOHMAHHO abo 6HACAIOOK mpaem. Tsickicmsb eemoghinii 3anedcums 8i0 pieHs Oeiyumy
NPOKOA2YIAHMHOI aKMUBHOCMI hakxmopa 6 Kpoi. 3HanHs pieHsa Oediyumy npoKoa2yisHmMHOL
akmuerHocmi ¢haxmopa HeoOXiOHe Ol PO3PAXYHKY A0eK8AMHUX 003 AHMULEMODINIbHUX npenapamisa
(01151 3a6e3neuents e(heKmugHO20 2eMocmasy NOMpIOoHO NidsuWUMU pigelb dehiyumnozo haxmopa
6 kposi nayichma 0o 20-35%, a mnpu xipypeiunux empyuanusax oo 80-100%). V npaxmuumniii
OisibHOCMI IIKAPT 6U3HAYAIOMb CIYNIHb MANCKOCMI 3AX80PIOBAHHS 30 YACMOMOIO 36EPHEHb X8OPUX
3 NPUBOOY KPOBOmeUi Yu KPOBOBUNUBY.

Xeopi na cemoginito, npomsazom ycbo2o Hcumms noeuHHi Oymu 3abe3nedeni noSHOYIHHOIO
mpanc@y3ilHolo 3aMicCHOI0 mepaniclo, 00°eM ma Mpusalicms AKoi 3anedcums 6i0 MANCKOCMI
3axeoprosanHs. YV 36’a3Ky 3 posuwiupenHsm Koaia npobnem, noe’sa3aHux 3 OIa2HOCMUKON mda
JIKYBAHHAM CAMO20 3AXB0PHOGAHHA, (4 MAKONC U020 YCKIAOHEHb, O0COONUBY AKMYANbHICMb Y
menepiwniltl 4ac Haby8amv NUMAHHA Op2aHi3ayii HAOAHHA CHeyianizo8anoi cmayioHapHoi ma
amoOyIamopHoi 00NoMOo2U X80pUM HA 2eMoqhinito.

Ha cvocooniwmniti 0env meduuna 0onomoea Xxeopum Ha 2emo@inilo Ha0aemvcs y OUMAYUX
Cneyianizo8aHux 2emMamono2idHux 6i00iNeHHs, AKI nompedylioms Cy4acHo2o 00NAOHAHHA OJis
BUSHAYEHHST Muny 2emoQinii, a maxkoxic 00CmMamHbo20 3a06e3nedeHHss aHmueemopitbHuMu
npenapamamu 0l HAOAHHs CNeYiani308aHoi MeOuuHoi 00ONOMo2uU.

Bucoxocneyianizosany — meouuny  oOonomocy Oimam 3 HaAOymumu [ CHAOKOBUMU
Koazynonamiamu 6 Yxpaini Haoarome 6 Hayionanouiti Ooumsauiu cneyianizoéauiu JiKapHi
«OXMATIUT» MO3 Vkpainu, a cneyianizosany — 6 Oumauux 8i00LIEeHHAX OJisl 2eMAMOI02IUHUX
X680puUx 001ACHUX NIKAPEHD.

Bukopucmanns cyyacnoi 3amicnoi mpancgysitinoi mepanii 003604uUN0 OO0CASHYMU 3HAYHUX
VCRIXi8 y NIKY8AHHI XBOPUX HA 2eMO@IiNito, Wo Npu3eeno 00 NOO0BICEHH MPUBALOCHI IX HCUmMms
Mma NoKpaweHHs AKxocmi xcumms. Y 36’43Ky 3 yum nepeo KAIHIYUCmMamu nOCMAano wupoke KoJo
npobiem, no8 a3anux 3 NPOPIIAKMUKOI YCKIAOHEHb 2eMOQDinii ma IHUUX Koazyionamii.

Hecnpusmaueumu ycknaonennsamu mpaucgy3sitinoi mepanii x6opux Ha 2emo@hinito € nosea
IMYHHUX [H2IOimopie 0o ¢paxkmopie 3cioanns VI uu IX. Taxmuxa niKy8anHs Xeopux Ha 2emo@inito
3anedxcums 6i0 pigHs iH2IOImopa. 3amicna mpanc@ysilina mepanis 2eMopazidyHux Nposisie npu
iH2iOimopHux opmax cemoghinii eumazae 30inbuenHss 003U anmueemopinbHux npenapamis y 2-3
pasu abo 3acmocy8aHHs Npenapamié 3 ULYHMYIOYUM MEXAHI3MOM aKmueayii niazmeHo20
eemocmasy. Llle 0Onum yckiaoHeHHAM mMpauc@ysitnoi mepanii xeopux Ha cemo@inio € poznaou
IMYHHOI cucmemu ma GUHUKHEHHS. ABMOIMYHHUX NPOYeci (cemoghiniunoi apmponamii 3 HASAGHICMIO
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pesmamoionozo gaxmopy, aHmugocgoninionux anmumin). JiaeHocmuxa yux yckiaoHeHb 8UMAazae
CKIAOHUX 1AOOPAMOPHUX OOCTIOHCEHD.

Xeopi na eemo@inito 8ioHocIMbCA 00 2pynu nidsuwerno2o puzuky saxeopioeanus na CHI/,
eenamumu ma iHwi iHgekyii mpaucgysitinozo eenesy. Y 90-98% xeopux eussneno mapkepu
eenamumy C, y 50-70% — cenamumy B, y 10-20% — ecenamumy D, y 5% eunaodkie diacnocmosaro
XpOHIUHUU nepcucmyrodull ipycrhuti 2cenamum. Panne eusaenenns, oOiacnocmuxa i ceoeuacHe
JIKYBAHHS MAKUX XBOPUX € AKMYANIbHUM 3A80AHHAM, CHPAMOBAHUM HA 0300PO6IEHHA ma
nonepeodicents iHeaniousayii, neput 3a 6ce Oimeil. OQOcmediceHHs HA HAABHICMb MapKepie
eenamumie HBV, HCV, HDV ma npoghinaxmuuni wennienns npomu cenamumy B y oOimeii
npoBoOAMbCA uue 8 okpemux oonacmsx. Jlikysauns cenamumy B, a ocooaueo C € Hepo3é a3anoro
npo6IEMOI0 CYUACHOT MEOUYUHU | HAO38UYALIHO KOUMOGHE.

Jixysanvno-npoginaxmuuna poboma 3 nonepeodlceHHs pPO36UMK) YCKIAOHEeHb 2emMo@inii
NOBUHHA 30IUCHIOBAMUCS 8I0pA3Y 3 MOMEHMY HAPOOdHCeHHs X80poi oumunu. OCHOBHOIO NPUUUHOIO
iHganiousayii xeopux Ha eemo@inito € ypajiceHHs cyen00i8 GHACAIOOK UYACMUX KPOBOBUNUBIE 6
Cy2n0008y NOPOHCHUHY.

Xipypeiune niky8anHs nopyuleHb ONOPHO-PYX08020 anapamy y X60pux Ha 2emo@inito — o0Ha 3
HEeOOCMamHub0 GUBYEHUX NpobaeM cydachoi xipypeii ma opmonedii. OnepayitiHo2o JiKY8aHHs.
nompebyroms 00 20% Oimeitl, AKi cmpaxcoaoms MaHCKow Gopmor 3aX60PIOEAHHS 3 YPANCEHHIM
onopno-pyxoeoeo anapamy. Onepayii y xeopux Ha 2cemo@hiniio marwome c80i ocobausocmi i
CMBOPIIOMb  PU3UK  BUHUKHEHHS  NICAAONepayiuHux YCcKIaoHewb y  Gi00aleHuti  nepioo.
Cneyianizoeana opmoneouuna 0onomoea Oimsm, X6opum Ha 2emo@inito, 8 Ykpaini npakmuuno He
HA0aemvcsi.

B cneyianizosanux oumsauux nikapHax ma 6 IHWUX OumAYUX JIKY8AIbHUX 3aKIA0AX
2emMamono2amu nPoBOOUMbCS KOHCEPBAMUBHe 2eMocmamuyne 1iKye8aunHs, 6e3 Kypayii Xipypeamu
ma opmoneoamu, CHeyiaibHO Ni020MosIeHUMU Ol pobomu 3 Xeopumu Ha 2emoiniv. 3a
giocymuocmi opeanizayii npo@inakmuku 2emopazidyHux YCKIaOHeHb | XipypeiuHoi peabinimayii 6
oumsa4OMy 6iYyi X60pi Ha 2eMO@inilo cmawoms MANCKUMU [HEANIOaMU, V AKUX XIpypeiune ma
opmoneouyHe NiKy8anHs MalonepCneKmueHe.

B Vkpaiui ineanioamu cmaiomo 6io 80-90% xeopux oimeii 0o 14 poxis, a 0o 21 poxy soccumms
— mauxce 100%. Aoexeammue nikysanusa npenapamamu KOHYeHmMpamie (axkmopis 3ciOanHs Kpoei
Modice 3HU3UmMU yacmomy ineaniouzayii 0o 2%.

3 poky 6 pik 30inbuiyemvca iH8aniouzayis XeoOpux Ha CNAOKOBI Koazyionamii, wo niouimae
NUMAHHS COYIAIbHO20 3aXUCTY MAd NPAYEsIAUmy8ants 0AHOI Kame2opii X80pux y 00pOCIOMY iy

Tomy 3 2009 poky na mepenax Ykpainu poznouamo npoginakmuune 1iky8anusa oimeul, XeOpux
Ha eemoghinito. Lle Oae moorcrugicme 3HUBUMU ceped HUX yacmomy iHeaniouzayii, nog'sa3amoi 3
VPaXdCEHHAM KPOBOBUIUBAMU €JleMEeHMI8 ONOPHO-PYX08020 anapamy ma Nonepeoumu 8UHUKHEHHs
Kpogomeu, o 3a2podxCyIonb HCUMMIO.

23 keimnusa 2012 poky 3ameepoxceno naxas MO3 Vkpainu Ne 292 «llpo 3abe3neuenns oimel,
xeopux Ha cemoinito munie A abo B abo xeopoby Binnebpanoa, hakmopamu xoa2ynsayii Kpogi ma
8UPOOAMU MEOUYHO20 NPUSHAYUEHHA», AKUU Pe2laMeHMYE PO3PAXYHOK nompedu 6 npenapamax,
anapamypi, ycmamKy8aHHi ma PO3XIOHOMY Mmamepiani, MeXaHizm opeaHizayii HAOaHHs
cneyianizo8anoi MeouuHoi donomoau oimsam 3 xeopoboro Binnebpanoa.

Ingpopmayin npo diaenocmuxy ma nikyeanus xeopoou Binnebpanoa micmumucs 8 Adanmosaniti
KAIHIYHIU Hacmanoei « Xeopoba Binnebpanoay.
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7.3 YckiagHeHHs, OB's13aH1 3 TIepeIMBaHHAM Ta IHIIUMH [TEPEJaHUMHU Yepe3 KpoB iH(eKmissMu

[Tpunuunu nikyBanus BIJI
[Mpunmunum nikyBanHs renatuty C y XBOpuX Ha reModisio
[Tpuniunu aikyBaHHS renatuty B y xBopux Ha remodisio

[Tpununu yrpasniHHS OakTepiaabHOI iH(EKIIT y XBOpuX Ha reMopiio

Cnucok nitepatypu

8. Il;1a3moBHii piBeHb (pakTOpa i TPUBAJIICTH BBEEeHHS
8.1 Bubip mpoTokouiB 3aMicHOI Teparii ¢akTopa

Cnucok nitepatypu

Honarok 1



ITepenik ckopo4eHb

CVAD
FEIBA
FVII
FIX
IVR
rFVila
UKHCDO
vCJID
VWF
AKK
AKIIK
ACK
AUTY
BO
BTII
BIJI
BKJ1
Bor
113

IIT
IMT
JE
3041
IIT

KT
K®3
JITIBIIL
JITTHILL
MO
MO3
MPT
13041
ITHIT
ITJIP
4
PKB
C3I1
THK
V31
XB
LT
[HHC
Hor
YK
YI1IB
HIKT

KT

[TpucTpiii HEHTPaTBLHOTO BEHO3HOTO JOCTYITY
Iari6itop o6xony aktuBHOCTI (hakTopa VIII
®axrop VIII 3ropranHs KpoBi

®daxkropa X 3ropraHHs KpoBi

BigHoBieHHs N VIVO

Pexom6inanTHwmii aktuBoBanuii FV1I
Opranizamis aikapis Llentpy remodinii Benukoopuranii
XBopoba Kpeitrrdensaa-Skoda

dakrop don Bimnedpanaa

AMIHOKaIIpOHOBA KUCJIOTa

AKTHBOBaHI KOHIICHTPATH IPOTPOMOIHOBOTO KOMILIEKCY
AueTuicaninuioBa KUCIOTa

AKTHBOBaHMI 4YaCTKOBUM TPOMOOIIJIACTUHOBUHN Yac
Onnunns beresan

bigna Ha TpOMOOLIUTH TUTa3Ma

Bipyc imyHOne(hIIUTY TIOIUHI

BHyTpimHili KOHTPOJIb SKOCTI

BceciTas denepartis remodiii

Jlenp 3acTocyBaHHs

[HayK1ii IMyHHOT TOJIEPAHTHOCTI

Iamekc macu Tina

JleHb excro3uii

30BHIIITHS OIIHKA SIKOCTI

[HayKIis IMyHHOT TOJIEPAHTHOCTI
Komn’torepna Tomorpadist

Konnentpartu dakropa 3ropTaHHs
JlimonpoTeinn BUCOKOT IIITEHOCTI
JlinonpoTteiHnn HU3BKOI HIUTBHOCTI
MixxHapOaH1 OUHUITI

MiHicTepcTBO OXOPOHH 3/10POB s
MarsiTHO-pe30HaHCHa ToMorpadis
[TporpamMa 30BHINTHBOT OIIIHKU SKOCT1

[Tyn HOpMalIbHOT TIIa3MHU

[ToniMepa3Ha IaHIIOTOBA PEaKIis
[TpoTpomM6iHOBHIT Uac

PanomizoBaHe KOHTPOIbOBAHE JOCTIIKEHHS
CBixk03aMOpOXKeHa TTazMa

TecTn HYKJIETHOBUX KUCJIOT

VYapTpa3ByKkoBa J11arHOCTHUKA

XBopoOa BinneOpana

[{yxpoBuii giadet

[lenTpanpHa HEPBOBA CHCTEMA
[{ukmookcurenasa

Yac xkpoBoTeui

YepesuikipHe BTpydaHHs
[I1yHKOBO-KUIIKOBHUI TPAKT

[{i7bHICTH KICTKOBOI TKAHUHHU
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CuHTe3 HACTAHOBU:

3a mporotun ApmanToBaHoi KJIiHIYHOT HactaHOBH «l'emodinisi» B3sito KiiHiuHY HacTaHOBY

World Federation of Hemophilia (WFH) «Guidelines for the management of hemopliliay, ond
edition, 2012 (3 ypaxyBanHs onoByieHHs 2013 poky).

JloiaTkoBi1 I0Ka3u BKJIFOYEHI 3 1HITUX JKEPEIT:

1. A United Kingdom Haemophilia Centre Doctors’ Organization guideline approved by
the British Committee for Standards in Haematology: guideline on the use of prophylactic factor
VIII concentrate in children and adults with severe haemophilia A, 2010

2. A United Kingdom Haemophilia Centre Doctors’ Organization guideline: Diagnosis and
treatment of factor V111 and IX inhibitors in congenital haemophilia, 4th edition, 2012

3. World Federation of Hemophilia «Registry of Clotting factor Concentrates» Ninth
Edition, 2012

Ilepeomosa pobouoi epynu 3 adanmauii K1iHiuHOT HacMmanoeu
3a memoro «I'emogpininy

Bnpooosoc ocmannix oecamupiuv 6 ycoomy ceimi 01 3abe3neuenns aKocmi i echekmugHocmi
MeOuuHoi donomoau, 01 CmeopenHss AKicHux Kiiniunux npomoxonie (Clinical Pathway) ma/a6o
MEOUUHUX CMAaHOapmia K mpemunHe 0Jicepeno 00Ka3080i MEOUYUHU BUKOPUCTOBYIOMbCA KITHIUHI
nacmanosu (KH).

Kniniuna nacmanosa (Clinical practice guidelines) — ye oOokymenm, wo Mmicmumo
CUCMEMAMU308AHI NONONCEHHS CIMOCOBHO MEOUYHOI Ma MeOUKo-CoYidnbHoi 0onomoau, po3pooieHi
3 BUKOPUCMAHHAM MeMO00102ii 00KA30801 MEOUYUHU HA OCHOBI NIOMBEPONCEHHS IX HAOTUHOCMI ma
0ogederHocmi, i Ma€e Ha Memi HAOAHHs 0ONOMO2U JIKAPIO | NAYIEHMY 8 NPUUHAMMI PAYIOHATIbHO2O
PIWEHHA 8 DIZHUX KAIHIYHUX CUMYaYisx.

Bionosiono 0o nonoscenv naxazy MO3 Vrpainu 6io 28.09.2012 p. Ne 751 «Ilpo cmeopenns
ma 6npo6adN*CeHH MeOUKO-MEXHONO2IYHUX OOKYMEeHMIG 31 cmanoapmu3ayii MeouuHoi donomozu 6
cucmemi Minicmepcmea oxopoHu 300po8’sa Ykpainuy, 3apeecmposanoco 8 Minicmepcmeai ocmuyii
Vkpainu 29.11.2012 p. 3a Ne 2001/22313, cmeopenns KH 6 Ykpaini 30iticHIOEMbCA UAIAXOM
aoanmayii exce iCHYIOUUX KIIHIYHUX HACMAHO8, W0 PO3pODIIeH] Ha 3acadax 00KA3080i MEOUYUHU Y
gioomux ceimosux yeumpax - NICE (Amuenia), SIGN (LLlomnanodia), AHRQ (CILIIA), HEN WHO
(BOO3), NZGG (Hosa 3enandis) ma in. Kniniuni nacmanosu, wo po3pobiieHi Ha HaAYyKo8iti OCHOSI,
Maomv OCHOBHI 03HAKU, WO 8I0N0BI0AIOMb HA361, GUSHAYUEHHIO MA 3MICM) KIIHIYHUX HACMAHO8, d
came:

® HAAGHICMb NEPeNiKy UleHi8 MyIbMUOUCYUNTIHAPHOT poOOUOT epynuL;

® HAAGHICMb 306HIUIHIX DEYEH3EHMIE,

® guU3HAUeHHA Oamu nepe2iady KIiHIYHOI HACMAHOBU,

® HAABHICb WIKAIU PIBHIE 00KA318 Y KIIHIYHIL HACMAHO8I,

® CNUCOK nepuioddicepell iimepamypu (cmammi 3a pe3yibmamamit paHOOMIi308aHUX KIIHIYHUX
00CNi0JHCeHb, Mema-ananizu, 020U 1imepamypu) moujo.

Aoanmosana KAIHIYHAa HacmaHosa 3a memoro «emoghinisy cmeopena
MYTbMUOUCYUNIIHApHO pobouoto epynoto MO3 Vipainu Ha ocuoei opueinanvuoi Kuiniunoi
nacmanosu «Guidelines for the management of hemopliliay, 2012 poky, ska 6ynra nonepeonvo
oyiHena epynoro exkcnepmis 3a oonomozoro Onumysanrvhuka AGREE. Pe3ynemamu oyiHKu
3a00KyMeHmosani i 3bepicatomvbcsi Yy pobouux mamepianrax epynu. Mexanizm adanmayii
nepeobauac 6HeceHHsI 8 OpPUSIHANLHULL MEKCM HACMAHOBU, WO 3ATUUAEMbCA  He3MIHHUM,
Komenmapis pobouoi epynu, 6 saKkux 6i00USBAEMbCS MONCIUBICMb BUKOHAHHA MUX YU [HUUX
nonoxceny KH 6 peanbHux ymoeax cucmemu 0XOpoHU 300p08’s YKpainu, 0ocmynnicms MeOudHux
8MPYUAHb, HAABHICMb 3apeccmposanux 6 Ykpaini nixie, wo 3a3nauveni y KH, 6ionosionicmo
HOPMAamusHoi 6a3u wo0o 0p2anizayiliHux 3acad HAOAHHs MeOUdHOi 00NoMo2U Mowo.

3anpononosana adanmoeana KIiHIYHA HACMAHO8A He NOBUHHA PO3YIHIOBAMUCH K CMAHOAPm
MeOuyHo2o Nikysants. Jompumannsa noaoxceny KH ne eapanmye ycniuinoeo niky8anHs 6 KOXCHOMY
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KOHKPEMHOMY 8UNAOKY, il He MOJCHA po32180amu K NOCIOHUK, WO BKIIOYAE 8CI HeOOXIOHI Memoou
JKy8auHs abo, Hasnaku, suxmouae iHwi. Ocmamoune piulenHs CMOCO8HO 6UOODPY KOHKPEMmHOI
KAIHIYHOT npoyedypu abo niauy NiKy8aHHs NOSUHEH NPUUMAmMu JiKaAp 3 YPaxy8aHHIM KAIHIYHO20
Cmany nayieHma ma ModNcausocmel O NPOBEOeHHs. 3aX00i8 OIAcHOCMUKU [ JIKVBAHHS Y
MeoduuHomy 3aknaodi. Aoanmoseana KuiHiuna Hacmanosa «lemoinisy, 6i0n0gioHo 00 €8020
BUBHAYEHHS, MAE HA Memi HAOAHHSA OONOMO2U NIKAPI | NAYIEHMY 6 NPUUHAMMI PAYiOHATbHO2O
PpilenHss 8 Pi3HUX KAIHIYHUX CUMYaAyisx, CAyeye IHGOpMayitiHow NiOmpumKo wooo HAUKpawjoi
KAIHIYHOI Npakmuku HA OCHOBI 00KA3i8 eMeKmUusHOCmi 3aCMOCYB8AHHS NeBHUX MeOUYHUX
MexXHON02IU, IIKI6 Ma OPeaHi3ayitiHux 3acad MeoOuyHoi OONOMO2U.

Kniniuna nacmanosa — ye pexomenHoayitinutl OOKyMeHm 3 HAUuKpaujoi MeouyHoi npakmuxu,
3aCHOBAHOI HA OOKA3AX eeKmuUeHoCmi, 8 neputy uepey 01 NPAKMUKYIOUUX JiKapis, AKi Ha0aromo
5K NEePBUHHY, MAK | Cneyianizo8any MeoudHy 0onomoc).

Ha ocnosi Aoanmosanoi kininiunoi nacmawnosu «l emoghinisy poboua epyna pospobdbuia
Vuigikosanuii xniniunuti npomoxon meouunoi donomozu «l emopiniay, y saxomy 6uKopucmaui
00Ka308i nonoxcenHs A0anmosamux KAIHIYHUX HACMAHO8 w000 eqheKmusHoCmi MeOudHUx
8MPYUaHb, AKI MAKONC CLY2Y8aiU OCHO8010 OJisi BGUSHAYEHHS I[HOUKAMOpi6 SAKOCMI HAOAHHA
MeOUuHOi 0oOnomMo2u nayicHmam 3 2emoqiniero.

IIpeocmasnena adanmogana KiiniuHa HACMano8a mae oymu nepezisinyma He nizuiute 2018 p.
MYTbMUOUCYUNTIHAPHOIO POOOUOIO 2PYNOIO0 3 YUACMIO 20JI06HO20 NO3AWMAMHO20 Ccheyianicma
MO3 Vkpainu, npakmukyrouux nikapis, siKi Ha0aoms NepeuHHy, MOPUHHY MA MPEMUHHY MEeOUUH)
0onomozy, Haykosyie, OpeaHizamopié O0XOPOHU 300p08’s, NPeOCMABHUKIE  2POMAOCHLKUX
opeanizayitl, sAKi 3ayikasneHi y ni08UWeHHI AKOCMI MeOudHoi 00nomocu ma i.

Pe3rome

I'emodiniss — 1e piAKICHUM CKIAQAHUNA AJS N1arHOCTUKM Ta JiKyBaHHS po3nan. Lls, 3acHoBaHa Ha
JIOKa3ax HACTaHOBA, MPEJCTABIISIE TPAKTHUYHI PEKOMEHIAIIIT 3 IarHOCTUKH Ta 3arajJbHOTO BEICHHS
remModinii, a TAKOX JIKyBaHHS YCKJIaJHEHb, KICTKOBO-M'S30BHUX MpPoOJeM, 1HIIOITOPIB Ta iH(EKIIiH,
AK1 nepenaroTbes Kpos'to. IIpu po3poOii miei HacranoBu BeecBitHs ¢eneparis remodinii (BOIY)
Ma€e Ha MeTI HaJaHHsS JOMOMOTH HajaBayaM MEIUYHOI JOMOMOTH Y 3aloydaTKyBaHHI Ta/abo
HIATPUMII IPOrpaM JIIKyBaHHs reMo(iiii, 3a0X04eHHI NMPaKTUKU FapMOHI3allii 10 BCbOMY CBITY 1,
AKIIO B pEeKOMEHAIIIsIX He BUCTAUa€ IOCTATHIX JO0KAa3iB, CTUMYIIIOBATH BIAMOBIHI JOCHIKEHHS.

Beryn

[Tepuie Bunanus 1iei HactaHoBu B®I', onmyOnikoBane B 2005 porii, ciyXuio cBoii MeTi — OyTu
KOPHUCHUM JOKYMEHTOM JUIsl THX, XTO ILIyKae iH(opMalii 3 KOMIUIEKCHOIO BEJEHHS reMogiii.
HeoOxigHicTh mnepersisay BHHHMKIA 3 KUIBKOX MNpUYMH. HalBaXIuBINIO NPUYMHOIO Oyio
BKJIIOYMTH HaMKpalli iCHyIUl JOKa3M, Ha SKUX IPYHTYIOTbcs pekoMenpaauii. HenaBHo Oynu
OTpPUMaHi BHCOKOSIKICHI JIOKa3d 3 PaHIOMI30BaHUX KOHTpoJboBaHHX mnociimkeHb (PKB), ski
BCTAHOBJIIOIOTh €(PEKTUBHICTh 1 MepeBary Npo@iIakTUYHOI 3aMiHU (akTopa HaJ €Mi30JUYHUM
JIKyBaHHSIM, XO4a ONTHMAJbHI JO3M Ta CXE€MHU I MPO(]ITAKTUKH MPOJOBXKYIOTh 3aJUIIATHCS
TEMOIO TOJANBIINX JOCHIHKeHb. TakoX OLIbII MIMPOKO BU3HAETHCA HEOOXIIHICTH OUIBII TOYHOI
OLIIHKK  pe3yJbTaTiB JIKyBaHHS TeMOQUIll 3 BHUKOPUCTAHHSIM HENAaBHO pPO3pOOJIEHHX,
HiATBEP/KEHUX KIIHIMETPUYHUX 1HCTpyMeTiB. Lls mepersisiHyTa HacTaHOBa PO3TJISAAE i MUTAHHSA
Ha JI0JIaATOK JIO OHOBJICHHS BCIX PO3ILTIB.

Ils HacTaHoBa MICTHUTh HH3KY PEKOMEHJalliii CTOCOBHO KIIHIYHOTO BEICHHS TMAIlIEHTIB 3
reMo(isiero (MpaKkTU4Hi 3a8BU, BUIUICHI )KUPHUM HipudTom). Bei Taki 3as8BU MiATBEPKYIOTHCS
HallKkpalMMy HasBHMMH JIOKa3aMH B JiTeparypi, ski Oynu xmacudikoBani y 2011 pomi
OkcdopIcbKUM TEHTPOM JI0Ka30Boi Memunuau (Tadm. 1). Jle e MOXIMBO, TMOCHJIaHHS Ha
peKoMeHallli, SIKi BUXOJATh 32 PAMKH NMPAKTUYHUX 3asiB, Oy TakoX BKitoueHi. Lli mocunanus He
KJIacu(PiKyrOThCS.

[Tpu po3poOIi HACTAaHOBM YACTO BUHHUKAE MUTAaHHA Mpo I yHIBEpCalbHY 3aCTOCOBHICTH 3
ypaxyBaHHSM PI3HOMAHITHOCTI MEIWYHUX TOCIAYr 1 €KOHOMIYHMX CHCTEM y BChOMY CBiTi. Mu
TBEPJO MEPEKOHaHI B TOMY, 1[0 MPUHLIUIKN BEACHHS reMoQinii 0JHAaKOBI B yChbOMY CBiTi. Pi3HMISA
MOJISiTa€ B OCHOBHOMY B J103aX KOHIIEHTpaTiB ¢aktopa 3ropranus (Kd3), 1m0 BUKOPUCTOBYIOTHCS
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JUI JIIKYBaHHA Ta NPO(ITAKTUKH KPOBOTEY, BPAXOBYIOUM, IO BUTPATH HA MPOAYKTU 3aMiHU
CKJIaJIal0OTh OCHOBHY BapTICTh MporpaM JiKyBaHHS Temoduimi. Bu3Haroum 110 peabHICTb,
HACTAHOBA IMPOJOBXKYE BKIIOYATH PEKOMEHMAII] 3 MOMABIMHUX 103 3amicHOi Tepamii K®3. Bonu
3aCHOBaH1 Ha JIiTepaTypi 1 MPaKTHIll BEIUKUX IIEHTPIB BChOro CBITY. IIpoTe, ciing 3a3HaYUTH, IO
OUTBII HHU3BKI PEKOMEHJIOBaHI JI03M MOXYTh HE JIOCATTH HAMKpalIMX MOMJIHMBHX pE3yJbTaTiB 1
MOBHHHI CIIY)KATH BIJIPAaBHOI TOYKOI HAJaHHS MEIMYHOI JOTIOMOTH B yMOBaX OOMEKEHHX
pecypciB, m00 MOCTYIMOBO MEPEXOAUTH JI0 OUTBII ONTUMAIBHHUX 103, 3aCHOBAHUX Ha JIOKa3ax Ta
6inp10i qoctynmHocTi KO3,
OpHi€l0 3 TPUYMH MIMPOKOTO BHU3HAHHS MEPIIOro BUAAHHS 1i€l HacTaHOBU OyB 11 Jerkuii opmat
JUIE YMTaHHS. 3 PO3IIUPEHHSM 3MICTy Ta OOCSTY JTOKyMEHTa, MU TIEPEKOHAIHCS, IO (opmar
3aJMINAETHCS TAaKUM Ke. MU crioiiBaeMocs, 0 BiH Oyzie MPOJOBXKYBATH OYyTH KOPUCHUM ISl THX,
XTO MOYMHAE Ta MPOJOBXKYE MIATPUMYBATH MPOrpamMu JIiKyBaHHa remModinii. KpiM Toro, mmpokuii
OTJISIT JITEpaTypH Ta IIUPOKHIA KOHCEHCYC, HA OCHOBI SIKOTO OyiH 3p0o0JieH1 IPaKTHYHI 3asBH, MOXKE
CIIPUSTH TapMOHI3allli MPakTHKH B YChOMY CBITI. buibm Toro, B paloHax, J€¢ IpaKTHYHI
pEeKOMEH 1AMl MAalOTh HEJIOCTATHLO aJICKBATHHUX JO0KA31B, MU CIIOJIBAEMOCS, IO IIeH JOKyMEHT Oyie
CTHMYJIIFOBATH TPOBEICHHSI BiIOBITHUX JOCIIIHKEHb.

Taoauus 1. Oxcdopacbkuii HeHTP J0KA30B0I MeauuuHu, 2011
PiBHi noka3iB

KPOK 1 KPOK 2 KPOK 3 KPOK 4 KPOK 5
IMUTAHHA R « . . . - . - .
(piBenn 1 *) (piBeHb 2 *) (piBensb 3 *) (piBeHb 4 *) (piBeHb 5)
JocmimxeHHs CucreMaTUYHUN
. JIOKAThHHX i OTJISA[T TOCITiIKCHD
Hackinbku . ’ . . . .
MOTOYHIX SIK1 TO3BOJISIFOTH JlokanpHi HE BHITAAKOBI Cepist BUITaAKIB
noumMpeHa . . . o H/n
BHIAIKOBUX BiIIOBiZaTH BHOIpKA
npodiaema? . .
BUOIpoK (abo MICIIEBUM yMOBaM
MIepenuciB) **
CucreMaTHaHUN TS
Yu OTJISIT Hepex yeCHi HenocmigoBHi JocmimkeHHs
JaiarHOCTHYHM MIePEXPECHUX PEXPp JOCTIIKeHHS a00 BUIMAJI0K- .
. JIOCII1IKEHHS 3 . MipkyBaHHH,
abo JIOCITiJI)KEHB 3 . JOCITIIKEeHb 6e3 KOHTPOJIb, 460 .
. . MOCITi TOBHUM . " . 3aCHOBaHI Ha
MOHITOPHHT 0BH MOCJTI IOBHUM MOCJTiIOBHOTO noranui abo He .
N N 3aCTOCOBYBaHHSIM . MeXaHi3Max
i TeCT TOYHMIA? | 3aCTOCOBYBaHHS . 3aCTOCOBYBaHHS HE3aJICKHUN
(iarno3) M CTaHJapTiB i CTATIEApTIB 1 CTaHOapTIB ** crapmapt **
HAap 3aCIIIUICHHAS P P
3aCIIIUICHHS
Cepist BUITAKIB
. a00 ToCTiHKeHb
o Oyxe, CucreMaTHUIHUHA . . a a
. Koropri nocnimkeHHs BHIIQ/IOK-
SIKIIO He OTJIsA [ouaTkoBi
. a00 KOTOpTHA rpymna KOHTPOIIb, 200
J101aBATH IMOYATKOBHX KOTOPTHI . . H/n
. . PaHIOMIi30BaHIX TNPOTHOCTHYHI
Tepanir? KOTOPTHHX JOCITI IKSHHS % .
. BUIIPOOYBaHb JTOCTTI JKSHHS
(ITporuo3) JIOCJTI/I)KEHb . .
MOTaHoOT SIKOCTI
KOTOpTH **
N . JocmimkeHHs
CucreMaTHIHUN PannomizoBane .
Yu ne . cepli BUIIAKIB,
OTJIs L BHIIPOOyBaHHA 2060 HepannomizoBane : .
BTPYYaHHS . oy BHITQ/IKIB- MipkyBaHHS,
PaHIOMi30BaHHIX oOcepBarriitae KOHTPOJIbOBaHE .
aomomorae? ; KOHTPOJIIO 200 3aCHOBaHI Ha
. BHIIPOOYBaHb JTOCTIJIKCHHS 3 KOTOPTHE/CIIOCTEPEIKCHHS . .
(Kopucrs Bin s ICTOPUYHO MEXaHI3Max
. abo n-of-1 JpaMaTHYHUM BUIIPOOYBaHHS
JIKyBAHHS) KOHTPOJIHOBaHUX
BUIIPOOYBaHb eexToM sk
BUIPOOYBaHb
CucreMaTU4UHUAN IanuBinyaneHi HepannomizoBasi
OrJIsi]1 paHIoMi3oBaHi KOHTPOJIbOBaHI KOTOPTHI/ JocmimkeHHs
SIxa PaHIOMI30BaHUX | JMOCIiIKEHHST a00 CIIOCTEPEKECHHS cepii BUMAKiB,
3ATAJIBHA BHIIPOOYBaHb (Y BUHATKOBHX JOCIiKEeHHS (TToCT- BHITQ/IKIB- MipkyBaHHS,
moxa? (wKosta abo u-3-1 BHITa IKAX ) MapKETHHTOBE KOHTpOJTIO 200 3aCHOBaHI Ha
Bin ik .BaHHSI) JOCITiPKSHHS 3 oOcepgartiitHe CITOCTEPEKECHHS) 32 iICTOpUYIHO MexaHizmax
y MaIi€EHTOM, TIPO JTOCITiIPKEHHS 3 YMOBH HassBHOCTI KOHTPOJIBOBAHUX
SIKOTO BH JIpaMaTHIHUM JIOCTaTHBOT KiJIbKOCTI, BHUMPOOYBaHb **

CTaBUTC ITUTAHHS

e(eKTOM

100 BUKJIIOYHUTH
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KPOK 1 KPOK 2 KPOK 3 KPOK 4 KPOK 5
MU TAHHA R . . . . - . % .
(piBenn 1 *) (piBeHb 2 *) (piBennb 3 *) (piBenb 4 *) (piBeHb 5)
abo 3araneHUHA mKoxy. (ds
oOcepgariiitne JTIOBTOCTPOKOBOI ITKOAH
IOCIIKEHHS 3 TPHUBAJICTH MOJANBIIOTO
JpaMaTHIHUM CTIIOCTEPE)KEHHSI TOBHHHA
epexToM OyTH NOCTaTHROIO) **
PannomizoBane
IOCHIIKEHHS a00
Ska CucteMaTHUHUHA (Y BUHATKOBUX
PIIKICHA orisig PKB abo BHIIA/IKAX)
mkoxa? (1komaa n-of-1 oOcepaarliite
BiJl JTIKYBaHH) BUIIPOOYBaHb JIOCITIIKeHHS 3
JpaMaTHYHUM
e(exToM
JlocaimkeHHs
cepil BUITaAKIB,
Yu ue (panHe p . .
. BUIIa]IKiB- MipkyBaHHS,
BUSIBJICHHS) CucreMaTU4HUAN .
PKB KOHTPOJO a0 3aCHOBaHI Ha
Bapre ormsag PKB . .
ICTOPHYHO MexaHi3Max
3aCTOCYBAHHA
KOHTPOJILOBaHUX
BUIPOOYBaHb**

1. BATAJIBHA MEJIUYHA JIOITIOMOT A 1 BEAEHHA TEMO®LIII

1.1 o Take remodinis?

1. T'emodinis — e mnop’sa3aHe 3 X-XpPOMOCOMOI BpPO/KEHE YPaKEHHS, SIKE IPOSBISAETHCSA
KpoBoTeuamH, BUKIMKaHe nedimurom ¢akropa VIII sropranns kposi (FVIII) (mpu remodinii A)
a6o ¢akropa IX (FIX) (mpu remodinii B). Jlepiuur € pe3ynbrarom myTaiii BiAMIOBIIHOTO reHa
(dakTopa 3ropTaHHS KPOBI.

2. I'emoinis, 3a oliHKaMH, cKJ1ajae NpuOIn3HO oauH BUnagok Ha 10000 HapoKeHb.

3. OuiHKH, 3aCHOBaH1 Ha MOPIYHOMY TNlo0anbHOMY orisial BOI', mokasyroTs, 110 KIIBKICTh JIFOEH
3 remodini€ero B cBiTi cknaaae mpubmauzno 400 000 [1].

4. T'emodimist A 3ycTpivaeThcs yactime, HbK remodinis B, mo ckmamae 80-85% Bin 3arambHOT
HOMYJIALIT 3 TeModiiero.

5. 'emodinis 3a3Buyail Bpaskae 4osoBiKiB o MarepuHcbkii miHii. [Ipote, FVIII 1 FIX renun cxunphi
JI0 HOBUX MYyTallii, i Oinbiie, HiXK 1/3 Bia BCIX BHUIAJKIB € pe3ylIbTaTOM CIIOHTAaHHOI MyTallii, e B
aHaMHe31 B CIM'T HeMae MonepeaHboi 1CTOopii.

6. Tounuii niarHo3 remo¢inii BaXJIUBUM, MO0 MPOBOAWTH BIAMOBiAHE JiKyBaHHS. ['emodimis
MOBUHHA I11/I03PIOBATUCS Y MAIlIEHTIB, Y IKUX B aHaMHE31 €:

* JIETKI YIIKOJDKEHHSI B PAaHHOMY JUTHHCTBI

* “CHOHTaHHI KpoBOTeYi (KpoBOTedi O3 BUAMMOI/BIOMOI MPUYHMHH), OCOOJUBO B cCyriodax,
M's13ax 1 M’IKUX TKaHUHAX

* HaJIMipHI KpOBOTeU1 Miciig TpaBM abo oneparii

7. CimeiiHui aHaAMHE3 KPOBOTEU1 € MPUOJIM3HO Y IBOX TPETHH BCIX MAIlIEHTIB.

8. Tounuit nmiarHo3 3ajeXuTh Bia aHami3y (akxropa, mod npoaemonctpyBatu nedimut FVIII ado
FIX.

IIposiBu kpoBoOTEUi

1. XapakTepHuM (eHOTUIIOM MpHU TeMO(Iil € CXIIBHICTh A0 KPOBOTEY.

2. Xo4a KpoBOTeul B aHaMHe3l, K MPaBUJIO, JTOBIUHI, JESAKI AITH 3 BaXXKOK (Gopmoro remModimii
MO’KYTh HE MaTH CUMIITOMIB KpOBOTEYI, IOKHU HE TOYMHAIOTh X060y abo Oir.

3. V namieHTiB 3 Jerkor Gopmoro reModisii Moxke He OyTH HaAMIpHOI KpOBOTEUi, IOKW BOHU HE
OTPUMAIOTh TPaBMY a00 XipypriyHe BTpydYaHHS.

4. TsoKKICTh KpOBOTEU IpH reMo(disiii KOopemroe 3 piBHEM (akTopa 3ropTaHHs KPOBi, K IOKAa3aHO B
Tabymmi 1-1.

5. BinpuricTe KpOBOTEY BHHHMKAE BCEpeNnHi, B cyriobax abo M's3ax (auB. Tabmuns 1-2 1 Tabmums
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1-3).
6. [leski KpoBOTEUl MOXYTh OyTH HEOE3MEUHUMH JUIS )KUTTS 1 MOTPEOYIOTh HETAMHOTO JIIKYBaHHS
(muB. po3ain 5).

Ta6auns 1-1 3B’A30K TAKKOCTI KPoBOTedi 3 piBHeM (pakTopa 3ropTaHHs [62]

TsxKiCTh PiBeHb (pakTOpa 3rOpTAaHHA Emnizox kpoBoreui
CrioHTaHHI KPOBOBWJIMBH B
Cyrao0u i M'si31, TOJIOBHUM
<1 MO/ (<0,01 MO/m) a6o yr H, ;
Baxxka o YUHOM, Y BIIICYTHOCTI
<1% Hopmu .
reMOCTAaTHYHOI TPOOJIEMH, SKY
MO>KHA BU3HAYUTH
[HOAI crIOHTaHHI KPOBOTEU,
. 1-5 MO/nn (0,01-0,05 MO/mi) abo TpHUBAIi KPOBOTEU1 IIPH
ITomipna o o .
1-5% wopmu HEe3HauHii TpaBmi abo
X1pyprivHOMY BTpy4YaHH1
Baxka kpoBoTeua npu
cepio3Hiil TpaBMi a60
erca 5-40 MO/ (0,05-0,40 MO/min ) aGo A S
5-<40% HOpMHU PP Y BIPYHaHHI.
CrioHTaHH1 KpOBOTEY1
3yCTPiYalOThCS PIAKO.

N . Tabauus 1-3 [Ipubdan3zna KIbKiCTh
Taoauus 1-2: Jlokagaizanii kpoBoTeyi . o
KPOBOTEeY B Pi3HUX JOKATI3alisiX
JoxkaJjizanisa IIpudausna
Cyrno6u (remapTpo3) Il. P
KpOBOTeYi 4acToTa
I'emaptpo3
* JaCTillle B
[IapHIpHI CyTI00u:
M's131, 0co0MBO TIIHOOKI JIIKTI, KOJIIHA,
. BiIiM (KIyOOBi, IKpH Ta IIIAKOJIOTKHA 70-80%
Cepiio3na ) .
nepeaiays) = piauie B
OaraToBicHI
cyriobu: y miedi,
3aIr'ICTA, CTETHA
Cin3oB1 000JIOHKH B
MOPO’KHUHI POTA, SICEH,
HOCA Ta CEY0CTATEBOT M’s13u 10-20%
CHCTEMU
Bayrpinas0uepensa [Hmi Baxki
3arpo3iuBa i YIp P . 5-10%
x Tusi/ropio KpOBOTEU1
UTTS
KT [HHC <5%

1.2 IlpyHUMIM HAZAHHA MEeIUYHOI I0ONOMOTH

1. OCHOBHOIO METOI0 JIOMOMOTM € MpOQUIAKTUKA 1 JIKyBaHHS KpPOBOTeU 3 JepimuToM (akTopa
3rOpTaHHS KPOBI.

2. Konu e moxuuBo, Aedinut cnenudiqHoro ¢gakropa ciif JiKyBaTH KOHIIEHTPATOM CaMme I[bOTO
crenudigaoro ¢akropa.

3. Jlromeit 3 reModiiicro Kpaie JIKyBaTH B 3aKJIafi KOMIUIEKCHOI MEIMYHOI JOMOMOTH (JIUB.
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"KomruiekcHa gormomora'’).
4. TocTpi KpoBOTeHi CJaix JIKyBAaTHM SIK MOKHA IIBU/IIIE, 0Aa:KAHO MPOTArOM JIBOX TIOJAUH.
ko € cymHiBH, HeoOXiqHO JikyBaTu. (PiBens 4) [2]
5. [TamieHTH 3a3BUYail po3Mi3HAIOTH paHHI O3HAKA KPOBOTEY1, HABITh JI0 MOSBH (Pi3MUHUX O3HaK. Lle
YaCTO OMHUCYETHCS K BIAUYTTS MMOKOJIIOBAHHS a00 «aypay.
6. Ilin ywac emizomy rocTpoi KpoBOTEYlI HEOOXITHO MPOBECTH OIIHKY, 00 BU3HAYUTU MICIIC
KpPOBOTEYI (SKIIO KIIHIYHO HE OYEBHJIHE) 1 BBECTH BIAMOBITHUN (PaKTOp 3rOPTaHHS KPOBI.
7. Ilpn BaXKMX KpOBOTEYAX, SIKI € MOTEHIIHHO HEOE3MEeYHUMH IS JKUTTSA, OCOOIMBO B 00JacTi
rOJIOBH, IIUI, TPYIHOI KIITKM 1 IUTYHKOBO-KHIIKOBOTO TPAKTY, JiKyBaHHSA ()aKTOpPOM HEOOXiTHO
MOYMHATH HETaitHO, 111€ JI0 3aBEPIICHHS J1arHOCTUYHOT OLIIHKH.
8. /sl moJsiermieHHs] HAJIEKHOTO JIIKYBaHHSI Y HAJA3BHYANHMX CUTYyallisiX y BCiX nmauieHTiB
HeOOXiIHO BHKOHATH JIETKOAOCTYNHY ineHTH}IKANiI0 3 3a3HAYEHHSIM JiarHo3y, TSKKOCTI
KpoBOTeYi, cTrarycy iHridoitopa, TMIy BHKOPHUCTAHHX /sl JIKYBAaHHA 3ac00iB, MOYATKOBOI
JA03M ISl JIIKYBAHHS BasKKOI, CepeaHbOI 1 JIerkoi KpoBoTeui i KOHTAKTHOI iH(dopmanii Jikaps,
sikuii Bele manienra/kiainiku. (PiBens 5) [3]
9. Beenenns aecmonpecuny (DDAVP) moxke agekBatHo niasummTy piBens FVIII (Bix Tphox
A0 mecTH pasiB Big 0a30Boro piBHA) VI 3YNMHKH KPOBOTe4Yi y NaLi€HTIB 3 JIETKOIO i,
MOKJINBO, NOMipHOI remodimicro A. AHauai3 Binnosini Ha DDAVP y okpeMux nauieHTiB €
nouinbHuM. (PiBennb 3) [4-6]
10. Jlo BeH ciia craBuTHUCS 3 00epexHicTio. BoHU € moporamu XHTTA y ol 3 TeModiii€ero.
* PeKOMEHTyIOThCSI TOJIKH-METEHKH 23-T0 ab0 25-Tr0 po3mipy.
* Hixonu He Haapi3aTH BeHY, 32 BUHATKOM HaJ[3BUYAWHUX CUTYaILlii.
* [Ticist MpOKOITY BEHU MPUTHCHITH 1I€ MICII€ BIIPOJOBXK TPHOX-IT'ITH XBUJIHH.
* HeoOxigHO MO MOMIJIMBOCTI YHUKATH BUKOPUCTAHHS MPUCTPOIB BEHO3HOTO JIOCTYNY, ajl€ BOHU
MOXYTb 3HAIOOUTHUCS Y IESTKUX TITEH.
11. JlomomixkHa Tepamisi MOXe€ OYTH BHUKOpPHCTaHa [UIsl 3YIMHKUA KPOBOTEYi, OCOOJHMBO 3a
BIJICYTHOCTI KOHIIEHTpAaTiB (akTopa 3ropTaHHs, 1 MOXE 3MEHIIMTH NOTpedy B HUX (AUB.
"JlomaTkoBe JiKyBaHH").
12. SIkmio kpoBOTe4a HE 3yIUHAETHCS, HE3BAXKAIOUM Ha a/IeKBaTHE JIIKYBaHHS, HEOOX1IHO BUMIPSTH
piBHi (akropa. Cnij nepeBipuTH piBeHb (hakTopa, SIKIIO HOT0 piBEHb HECHOIBAaHO HU3bKHUH (AMB.
"Tectu inribiTopis" ta "IHridiTopu").
13. [NonepekeHHs: KPOBOTEU1 MOKHA JOCATTH IUISIXOM MPO(LIAKTUYHOTO BBEIEHHS (PakTopa (IUB.
"IMpodinakTryna 3amicHa Teparmis pakropa’).
14. JlikyBaHHs JIETKOi/IIOMipHOi KpOBOTEYI MOKHA NMPOBOAUTH BaoMa (AuB. "JloMallHe JiKyBaHHS
Ta npodinaktrka").
15. Cnig 3aoxodyBaTH peryisipHi (i3uuHi BOpaBM Ta IHON 3aXOAM JJIs CTUMYJIOBAaHHS
HOPMAJIbHOI'O TICUXOMOTOPHOTO PO3BUTKY, 100 MaTH CWJIbHI M'SI3W, PO3BUBATH pIBHOBAry i
KOOP/IMHAIIiF0, & TAKOXK MOJIMIIUTH (Bi3UUHHiA cTaH (quB. po3ain "®Pi3nvHa aKTUBHICTE").
16. [lanieHTH NMOBUHHI YHHUKAaTH aKTUBHOCTI, SIka MOXe€ MpHU3BeCTH 10 TpaBMH (AuB. "dizuuHa
AKTUBHICTB").
17. PerynspHuii MOHITOPHHT CTaHy 3/I0POB'SI Ta OI[IHKA PE3YJIBTATIB € KIFOUOBUMH KOMITOHEHTAMU
MEIUYHOI 0ToMOTH (IuB. "MOHITOPUHT CTaHy 3A0pOB's i pe3yabTar”).
18. Cnix yHUKaTH JiKiB, K1 BIUIMBAIOTh Ha (PYHKIIIIO TPOMOOIUTIB, 30KpeMa, aleTUjIcalilnIoBOi
kucnotu (ACK) 1 HectepoigHux mnpoTm3ananbHux 3aco0iB (HII33), 3a BHHATKOM JesKUX
inri6iTopis LIOI-2. [Tapaneramon/aneraminodeH € 0e3MeYHOI0 aTbTEPHATHBOIO IS 3HEOOIOBAHHS
(muB. "JlikyBaHHs 6omr0").
19. PiBHi (hakTOpa moBHHHI OYTH JOBEJEHI 0 BIANOBIAHUX PIBHIB MEpE] MPOBEIECHHAM Oyab-IKHX
iHBa3MBHUX mporienyp (nuB. "Omnepairii Ta iHBa3UBHI mporeaypu").
20. Xopoma TirieHa TOPOXXKHUHM pOTa Ma€ HAWBAKIUBINIE 3HAYCHHS IS 3amoOiraHHs
3aXBOPIOBAaHb IMAPOJOHTY Ta Kapiecy 3yOiB, SIKi NPHU3BOIATH 10 KPOBOTOYHMBOCTI SICEH (IMB.
"Cromarosoriyna gormomora’).
1.3 Komnuiexcna gonomora
1. KommuiekcHa gonomora cnpusi€e Gi3H4HOMY Ta MCUXOJOTTYHOMY 310POB'I0 Ta SIKOCTi KU TTH
MPH OTHOYACHOMY 3HHM:KeHHi 3aXBOpoBaHocTi Ta cMepTHOCTI. (PiBenb 3) [7-9]
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2. Temodinis — ne piaKiCHUHA po3naja, SKHA € CKIAQAHUM JUId JIarHOCTHKH Ta JIKyBaHHS.
OnTuManbHa MEIUYHA JOMTOMOTa UM MaIlieHTaMH, 0COOIMBO 3 BKKHUMH (JOPMaMHU 3aXBOPIOBaHb,
notpelye OLIbII, HIXK JIIKYBaHHS TOCTPOI KPOBOTEUI.

3. [IpioputeTn y NOJIIMIIEHHS 30POB'S Ta SIKOCTI KHUTTS JIFOACH 3 TeMO(]UTIEI0 BKIIOYAIOTh:

* 3ar00iraHHst KPOBOTEY 1 ypaKeHHs CyryI00iB

* HeraliHy 3yIMHKY KPOBOTEU1

* JTiKyBaHHS YCKJIaJHEHb, Y TOMY YHUCIIL:

- YpakeHb CYIJIO0IB 1 M'sI31B Ta 1HIIMX HACTIAKIB KPOBOTEU1

- PO3BHUTOK iHTIOITOPY

- BIpycHY 1H(EKIIi10, SKa MEPEIa€ThCs Yepe3 MPOTYKTH KPOBi

* IPUIICHHS YBaru MCUXOCOIiaJIbHOMY 3/I0POB'T0

Komanoa komnnekcnoi oonomozu

1. lIupoxki norpedu aroaeii 3 remodiicro Ta ix ciMeill HAHKPaIIUM YUHOM 3210BOJIbHAKTHCS
3aBASKM CKOOPAWHOBAHiH JiJILHOCTI MYJbTHAUCHUILUIIHAPDHOI KOMAaHAW crHeuiaJicTiB
OXOPOHM 3/I0POB'Sl 3 HAJAAHHS BCEOIYHOI JONMOMOIH BiNOBIIHO 10 NMPUIHATHX NMPOTOKOJIB,
TOOTO HAIOHAJbHUX NPAKTHYHUX HACTAHOB 3 JIIKYBaHHs, KO Taki €. (PiBens 5) [10-12]

2. KomaHga 3 KOMIUIEKCHOI JONOMOTH MOBHMHHA OYTH MYJbTAWCLUIUIIHAPHOIO 3 JOCBIIOM 1
3HAHHSMH y HAJaHHI JOTIOMOTH MaIlieHTaM 1 iX CiM’AM 3 THUTaHb (HI3MYHOTO 1 MCHUXOCOIIAITEHOTO
310POB'A.

KomaHa KOMIUIEKCHOT TOTIOMOTH TTOBHHHA CKJIAZATUCS 3 HACTYITHUX WICHIB!

* KepiBHUK (0akaHO MeAiaTp-reMaToIor Ta/abo JiKap-reMaToior 3 JIiKyBaHHs TOpociux abo Jikap 3
IHTEPECOM 1 TIOCBIIOM B T€MOCTa31)

* MeZICeCTpa-KOOPIUHATOP, SIKa

- KOOPAWHYE HaJIaHHS JOTTOMOTH

- HaBYa€ MAIi€HTIB 1 WIEHIB 1X ciMel

- BUCTYIA€ B SIKOCTI MEPIIOr0 KOHTAKTY MAIIEHTIB 13 TOCTPUMH MHpodiemMamMu abo SKi BUMararoTh
CIIOCTEPEIKEHHS

- MOY€E OI[IHUTH MAI[I€HTIB 1 HAJATH TIEPIITY TOMOMOTY B pa3i moTpedu

* € crieniajgicToM 3 Ipo0seM OMOpHO-PyXOBOro amapary (¢izioTepanesT, (axiBenb 3 TpygoTepanii,
¢i3i0TepaneBT, OpTOINE], PEBMATOJIOT), sIKa MOKE BUPIIIYBAaTH MpoOIeMu NpoiIakTHKH, a TaKOK
TiKyBaHHS

* 1a0OpaHT

* CIerianicT B 001acTi ICUXOCOMIaNbHUX MUTaHb (0a)KaHO COIiaIbHUN MpaIliBHUK a00 TICHXOJIOT),
3HANOMMH 3 HAsBHUMH PECypcamMu rpoMain

4. Tlepen6avaeTbes, IO POl WIEHIB KOMAaHAM KOMIUIEKCHOI JIOMIOMOTH MOXYTh OYTH pi3HHMH, B
3aJIeXKHOCTI B1Jl HAsBHOCTI Ta JOCB1ly KBai(hiIKOBAHOTO MEPCOHALY Ta OpraHi3alli MOCIyr B MeXax
LEHTPY.

5. Bci wieHn KOMaHIM KOMILIEKCHOI JOIIOMOTH TOBMHHI MaTH 3HAHHS Ta JOCBIA y JIKyBaHHI
MOPYIIEHb 3rOPTaHHSA KpOBi 1 MOBUHHI OyTH JOCTYIHUMH ISl TMAlLli€HTIB CBOEYACHO 1 3pYyYHHUM
criocoOoM. AIeKBaTHA HEBIAKIIAHA TOMTOMOTa TOBUHHA OyTH TOCTYITHA B OyAb-sSKHil Yac.

6. HactymHi pecypcu miATpUMKH HEOOX1/1H1

* Jloctyn no nmabopatopii 3 Koaryssiii, sika 3JaTHa BUKOHYBAaTH TOYH1 aHali3u (aKkTopiB 3ropTaHHs
1 iHTi6iTOpA.

* 3a0e3meyeHHs BiAMOBITHUMH KOHIIEHTpAaTaMH (DAaKTOpPIiB Ha OCHOBI T1a3Mu 200 peKOMOIHAHTHHX,
a TaKOX IHIIMX JOJATKOBUX TEeMOCTAaTUYHHX 3ac00iB, Takux sk necmonpecuny (DDAVP) i
TPaHEKCaMOBOT KHCIIOTH, JI€ 11€ MOXIIUBO.

* SIKIO KOHIEHTpaTH (AaKTOPIB BiACYTHI, AOCTYH 10 O€3MEYHUX KOMITOHEHTIB KPOBI, TaKUX K
cBixko3zamoposkeHoi mnazmu (C3I1) 1 kpionmpernumiTary.

e Jloctym 0 BWrOTOBJICHHS Ta/abo0 WIMHYBaHHSA I iMMoOuUTi3amii 1 3aco0iB
MOOLTBHOCTI/MATPUMKH, B Mipy HEOOX1AHOCTI.

7. Komanza 3 KOMIUIEKCHOT JIOTTIOMOTH IMOBHHHA TaKOX BKJIIOYATH a00 MaTH JOCTYI Cepel 1HIIOTOo
J0:

* cIieliagicTa 3 XpOHIYHOTO OO0
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* cTOMATOJIOTa
* FCHETHKA

* remarosyora

* (axiBug 3 1HGEKIIHHUX 3aXBOPIOBAHb

* iIMyHOJIOT

* riHeKoJora/akyniepa

* KOHCYJIbTaHTa 3 Mpo(deciiHNX MUTaHb

8. TlucpMOBI TPOTOKOJM BEACHHS HEOOXIAHI I 3a0e3leueHHs Oe3MepepBHOCTI JIIKyBaHHS,
HE3Ba)KAIOUHW HA 3MIHU MEPCOHATY B KIIIHIIII.

9. KomaH1a 3 KOMIUIEKCHOT 1OTIOMOT'M IOBUHHA MaTH PECypCH JUIsl MIITPUMKHU WIEHIB ciMeil. BoHu
MOXYTh BKJIFOUATH BHUSBIICHHS PECypcCiB i cTparerii, o0 T0MOMOI'TH BIIOPATUCH 3:

* pU3UKaMH 1 MPOOJIeMaMH B TIOBCSKJICHHOMY JKUTT1, OCOOJMBO 3 JIIKYBaHHsI KPOBOTEY

* 3MiHaM¥, NOB'A3aHUMU 3 PI3HUMH CTaiIMH POCTY 1 PO3BHUTKY MaIllieHTa (0COOIMBO MiATITKOBOTO
BIKY 1 CTapiHHSA)

* MITAaHHSMH, 1[0 CTOCYIOTHCSI HaBUYAHHS Ta poOOTH

* PU3UKaMHU, [OB'SI3aHUMU 3 MOXJIMBICTIO MATH 11I€ OJHY XBOPY JUTUHY

10. BcraHOBJICHHS JOBrOCTPOKOBHX CTOCYHKIB MK MaIli€EHTaMHU/CIM'IMH Ta 4iIEHAMH KOMAaHId
KOMIIJIEKCHOI JJOOMOTH CIIPHsI€ MPUXHMIIBHOCTI 10 JIIKYBaHHS.

Dyukuii npozpamu KOMnaeKcHOi 00nomozu

1. CopusHHs abo KoopAuHalis cramioHapHoi (ToO0TO miag Yac mepeOyBaHHS B JIIKapHi) Ta
amMOynaTOpHOI (TOJIKIIIHIKA Ta 1HIII Bi3UTH) JOTIOMOTH 1 TIOCIIYT /IS TTALli€HTIB Ta X CiMel

e [lamieHTH MOBUHHI OIJIAXATHCH BCiMA OCHOBHUMM 4YJIeHAMH KOMAaH/IM, NPUHAWMHI, pa3 Ha
pik (miTH KOXHiI wicTh MicAUIB) /AJs1 NMOBHOI IeMaToJIOTiYHOI, KiCTKOBO-M'sI30BOI Ta
IICHUXO0JIOTIYHOI OLIHKH Ta PO3pPO0KM, ayAUTy Ta YTOYHEHHS] KOMILIEKCHOIO IUIAHY BeJICHHS
nanienta. HanpagjeHHs1 10 iHIIMX MOCJYI TAKOK MOKJIMBO 3pOOMTH MiJ Yac HUX Bi3HUTIB.
(PiBens 5) [13,14]

* [Inan BeneHHs MOBHHEH OyTH pO3pOOJIEHHMH 3a y4yacTIO MallieHTa 1 BaXJIUBO JOBECTH HOTO JI0
BiJIOMa BCiX, XTO 3a/IisTHHI JI0 JIKyBaHHS 1 HaJJaHHS JTOMTOMOTH.

* HeBenuki LeHTpU Ta OKpeMi JiKapi MOXYTb 3a0€3M€YUTH NEPBUHHY MEIUYHY JONOMOTY Ta
JTIKYBaHHS AESKHX YCKJIaJHEHb 3 YaCTUMM KOHCYJbTAISIMU 3 IIEHTPOM KOMILJIEKCHOI JONOMOTH
(0co0aMBO 11 MAIIEHTIB, SIK1 KUBYTh Ha BEJIUKINA BIJCTAaH1 BiJl HAHOIMXKYOTO LEHTPY 3 JIKYBaHHS
remoinii).

2. Jlns modarky HEOOX1JHO 3a0e3MeYuTH MIATOTOBKY Ta KOHTPOJIL JOMAlIHBOI Teparii 3
3aCTOCYBaHHSAM KOHIIEHTPATIB (paKkTopa 3ropTaHHs, /i€ 1Ie MOKIIMBO.

3. HeoOxigHO HaBYaTH Malli€HTIB, WIEHIB ciMT Ta 1HIIKX OCi0, 1100 rapaHTyBaTH, L0 MOTPEOH
naiieHTa OyyTh BUKOHAHI.

4. HeoOxigHo 310patu pnaHi 3 JIOKaji3alii KpoOBOT€Y, BHUIIB 1 J03 JIKYBaHHS, OIL[IHKU
JIOBFOCTPOKOBHX PE3YJIbTATIB (30KpeMa, 3 YpaxyBaHHSAM OMOPHO-PYXOBOi (PyHKIIIT), yCKIaHEHb B1Jl
JIKyBaHHS, 1 XIpypriuHux mnpouenyp. L indopmaliis 3anucyeThCsl B KOMIT'IOTEPU30BAaHOMY PeeCTpi
1 MOBUHHA PETYJISIPHO OHOBJIIOBATUCS MPU3HAYEHOI0 0CO00I0, @ TAKOXK OOCITYTOBY€ETHCS BIAMOBIIHO
JI0 3aKOHIB KOH(IEHIIIMHOCTI Ta 1HIIMX HalllOHATBHUX MpaBwmil. CHCTeMaTHYHHMA 301p JaHuX Oyze:
* CIIPUSITU ayIUTY MOCIYT, 110 HAJAIOTHCS LIEHTPOM JIIKYBaHHS reMoQiii Ta MOMINIIyBaTH HaJaHHS
MEINYHOI JOIIOMOTH.

* Joromaraty iH(hopMyBaTH PO PO3IOJILT PECypCiB.

* CIIPUSITH CMIBPOOITHUIITBY MK LIEHTPAMHU LIUISIXOM OOMIHY, a TaKOX MyOiKaIii JaHUX.

5. Tam, ge 1e MOXJIHMBO, HEOOXiZHO MPOBOAUTH (YHIAMEHTANIbHI 1 KIIHIUHI JOCHIHKEHHS.
OCKITBKM KUTBKICTD MAIIEHTIB B KO)KHOMY LEHTP1 MOXKe OyTH 0OMEXEeHOI0, KIIHIUHI AOCTIIKEHHS
Kpalle MPOBOANTH Y CIIBIpAIli 3 IHIIMMHU LEHTpaMu reModiii.

1.4 ®i3uvyHa AaKTUBHICTH

1. ®i3u4yHa aKTUBHICTh TMOBHHHA OYyTH TOKJIWKAHA CIPUATH HOPMAIBHOMY (Hi3UYHOMY CTaHy
HEPBOBO-M'SI30BOMY PO3BUTKY, 3MII[HEHHIO M'SI31B, KOOpAMHAILI, HOPMaJbHOMY (i3UYHOMY
(GYHKIIIOHYBaHHIO, 3JJOPOBIH Maci TiJia 1 MOYyTTIO BJIacHOI TigHOCTI. (PiBens 2) [15]

2.V mozeii 3 reModisiero Moxe OyTH 3MEHIIIeHa MIUTBHICTh KiCTKOBOI TKaHUHH [16, 17].
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3. YV mnamieHTiB 31 3HAYHOIO KICTKOBO-M'SI30BOI0 AMC(RYHKIII€I0 HEOOXITHO CHPUSATH CHIOBUM
HABAHTAKCHHSI, IO CIPUAIOTH PO3BUTKY Ta MIATPUMII XOPOIIOi HIUTHPHOCTI KICTKOBOI TKAaHWHH,
HACKIJTBKU JI03BOJIsIE CTaH Cyrino0iB. (PiBens 3) [16]
4. Bubip akTMBHOCTI IMOBHMHEH BigoOpakaTW IepeBard JOAUHH/IHTEpecH, 3Mi0HOCTI, (isHmuHMi
CTaH, MicIIeBi 3BHYAI 1 pecypcu.
5. Cxiinx 3aoxouyBaTtu OpaTH y4acTh Y HEKOHTAaKTHUX BHJAX CIIOPTY, TAaKUX SK IUIABaHHS, X0/b0a,
roiabd, OaaMIHTOH, CTpibOa 3 JIyKa, BEJIOCHOPT, BECIyBaHHS, BITPUIBHHMNA CHOPT, HACTIIBHUN
TEHiC.
6. BuniB criopTy BUCOKOTO KOHTAaKTY 1 3iTKHEHbB, Takl K QyTOoI, XOKeH, perdi, 6okc i 6opoThda, a
TaKOK aKTUBHOCTI, ITOB’S13aHOT 3 BUCOKOIO IIBHJIKICTIO 3aXO/IiB, TaKa SIK MOTOKPOC, TOHKH 1 KaTaHHS
Ha JIMKaxX, Kpalle YHUKATH 4Yepe3 MOXIIMBY 3arpo3y JKHUTTIO TPaBM, HaBiTh TOMAl, KOJW MHAIi€EHT
OTPUMYE HAJICKHY MPO(PUTAKTHKY, CIIiJT YHUKATH.
7. OpranizoBaHi CHOPTHBHI HpOTrpaMM CIIiJi 3a0XO0YyBaTH, Ha BiJIMIHY BiJl HECTPYKTYpPOBaHOI
JISITBHOCTI, JIe 3aCO0M 3aXUCTY 1 KOHTPOIIO MOXKYTh OyTH BiJICYTHIMH.
8. IlawieHT MOBUHEH MTPOKOHCYJIBTYBATHUCS 3 TIPOPECIOHATIOM 3 OMOPHO-PYXOBUX MUTAHb, TIEPII HIXK
npucTynatu 10 (Gi3UYHUX HaBaHTaXeHb, 100 OOrOBOPUTH iX JOLLUIBHICTH, 3aCO0M 3aXUCTY,
npodinakTuku (paKTop 3ropTaHHS Ta iHII 3aX0/H), 1 Pi3NUHI HABUYKH, HEOOXIHO MiATOTYBATH 710
noyatky ¢izuyHoi axkTuBHOCTI. Lle 0coOmMBO BaXkIMBO, SKIIO Yy TMali€eHTa € Oyab-sKi
npoOieMu/MimeHeBi cyrioowu [18].
9. MimeneBi cyriiobn MOXyTh OyTH 3aXHUIIEHI 3a JOMOMOrol OpekeTiB abo IWH Yy Mpoleci
JISUTBHOCTI, 0COOJIMBO, KOJIM HEMA€E HIAKOro OXOIUIEHHsS (akTopa 3ropranHs kposi (clotting factor
coverage). (Pisens 4) [19,20]
10. ITicnst KpoBOTEYi aKTHBHICTH MOTPIOHO BiTHOBIIOBATH MOCTYIOBO, MIO0 3BECTH A0 MIiHIMyMY
HMOBIpHICTh ITOBTOPHOI KPOBOTEYi.

1.5 lonomiskHa Tepamist

1. lonomixkHa Teparisi BaxJIMBa, 0OCOOIMBO TaM, /1€ KOHLIEHTpaTH (pakTopa oOMexeHi ado BIACYTHI,
1, MOXKJITUBO, TIOTPEOYEThCS 3MEHIIEHHS KITBKOCTI MPOIYKTIB JIKyBaHHS.

2. 3aco0u mepuioi AOMOMOTH: Ha JAOAATOK J0 30UIbLIEHHS pIiBHA (akTropa 3a JOMOMOTIOH0
KOHIIEHTPATiB (PaKkToOpiB 3ropTaHHs (abo JecMONpecuHy MpH Jierkiit ¢popmi remodinii A), 3acodbu
3aXuCcTy (IIMHM), BIAMOYMHOK, JdiA, Kommpecu 1 miaiiom kiHiBku Bropy (PRICE) moxna
BUKOPUCTOBYBATH B SIKOCTI JOJAATKOBOT'O JIIKYBaHHS KPOBOTEUl B M'sA3aX 1 Cyrio0ax.

3. ®iziorepanis/peabinitaiis 0COOIUBO BAXIIMBI YIS TONIMIICHHS (QYHKIT 1 BIIHOBJICHHS MICIIS
KpPOBOTE€Y B JUISHKAaX OINOPHO-PYXOBOIO amapaTy 1 y THX, Y KOro BCTaHOBJIEHa reModiibHa
aptponatist (nuB. "Tlpuanunu ¢iziorepanii/dizuyna MeaunuHa Ipu reModinii™).

4.  AntucdiOpuHOMITHYHI  mpenapatd  (HampUKiIad, TPaHEKcaMoOBa  KHUCIOTa,  ENCHJIOH-
aMIHOKAmpoOHOBa KHUCJIOTa) €(eKTHUBHI B SKOCTI JIOAATKOBOTO JIIKYBaHHS KPOBOTEY B CIIM30BIH
o0oJoHII 1 Ticnsa BuAajeHHs 3y0iB (auB. "TpanekcamoBa kuciota” i "EnciioH amiHOKampoHOBa
KucinoTa").

5. Hesxi inri6itopu L{OI'-2 MoxyTh OyTH BHKOPHCTaHI PO3YMHO 3 NPHUBOJY 3alajeHHs CyrJIo0iB
iCJIst TOCTPOi KPOBOTEUi Ta IIPU XPOHIYHOMY apTpuTi (uB. "JlikyBaHHS 60IE0").

1.6 IIpoginaxkTuyHa 3amicHa Tepanisi pakTopoM 3ropTaHHs

1. Ilpodinaktuka — 1e JIKyBaHHS HUISXOM BHYTPIIIHbOBEHHOI 1H'€KIii KOHIIEHTpaTy (hakropa B
IJIAX 3aM00iraHHs 04iKyBaHOT KpoBoTeyi (1uB. Tadm. 1-4).

2. [IpodinakTuka MOYUHAETHCS TOJI, KOJIU MOMIYA€THCS, IO MALIEHTH 3 MOMIPHOIO TeMOdili€elo 3
piBHeM (akTopa 3ropraHHs KpoBi > 1 MO/an piako MarOTh CHOHTAaHHI KpOBOTEYl 1 II€ MAalOTh
HabaraTo Kpaiie 30epexeny QyHKIio cyrinoda [21-24].

3. [IpodinakTuka nomnepepkae KpoBoTedl 1 pyilHyBaHHS Cyrjio0iB 1 MOBUHHA OYTH METOIO Teparii
JUIs 30€peKEeHHS] HOpMaJIbHOT KiCTKOBO-M's130B0i (yHKII1. (PiBens 2) [24-29]

4. byno moka3aHo, mo mpodilakKTHYHE 3aMiCHE BBEJEHHs (hakTopa 3ropTaHHS KpOBI KOPHCHE,
HaBiTh AKILO piBHI PakTopa He miaTpuMytoThes Buie 1 MO/ nocriiino. [26,29,30]

Tadoauust 1-4: BusHaueHHs1 IPOTOKOJIIB 3aMicHOI Tepamii pakTopoM 3ropTanHs KpoBi [64]
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IIporokoJ Busnavenus

Enizonnune («<Ha BUMOry») JiKyBaHHS JlikyBaHHSI, TPOBEIEHE 3a HASBHOCTI KIIHIYHUX
03HaK KPOBOTEUI

besnepepsHa npodijakTuka

[TepBuHHA npodiTakTUKa Perynsapue OesnepepBHE JTIKyBaHHA™® pPO3MOYaToO 3a
BiJICYTHOCTI 3apeeCTPOBAHOTO YPaKEHHS KiCTKOBO-
XPAIOBOT TKAHWHU CYTII001B, BU3HAYHOTO 33 JJAHUMHU
¢di3ukanbHOrO  OOCTeXKEeHHsT  Ta/abo  METOMiB
Bi3yaumizallii, 1 rmo4yare 10 MOSBH APYroi KIIIHIYHO
OUYEBHU/IHOI BEJIHMKOi KpOBOTeYi B cyriiobax i1 BiK 3
pPOKH™*

Bropunna npoginakruka Perynspue Oe3nepepBHE JiKyBaHHS™® po3moyare
micist 2 abo OLbIe KPOBOTEY Y BEIUKI Cyrsioon™** i
IO  TIOYaTKy  3apeecTpOBaHOTO  JKapem 1
MiATBEPIKEHOT0 METOJaMHU Bi3yalizalii ypakKeHHs
Cyrio0iB

TpernHHa podiTaKTHKA Perynsipue OesnepepBHE JIIKyBaHHS,* po3moyare
MiCAsl  MOYAaTKy  3apeecTpoOBAHOrO  JKapem i
3BHYAIHOI0 PEHTTEHOTPaMOI0 YPaXKCHHs Cyriio0a

[lepepuBuacra («mmepioguunay) | JlikyBaHHS Ui POQIIAKTUKA KPOBOTEY BIIPOJIOBK
npoditakTuka nepioaiB He Oiunbie 45 THXKHIB Ha PiK

* BesnepepBHE BU3HAYAETHCS SIK JIIKYBaHHS MPOTATOM 52 THOKHIB/PIK 1 ofep)KaHHS MiHIMAJIBHOL
BH3HAUEHOI alpiopHO YacTOTH 1HQY31il mpoTsirom He MeHIie 45 TuxHIB (85%) Ha pik.
** Benuki cyriioOu: IIMKOJIOTKH, KOJIIHA, CTeTHA, JIKTI 1 TuIedi

5. HesicHo, um Bcl NalieHTH NOBUHHI 3aJMIIATUCS HA NPOQIIaKTUYHOMY JIKYBaHHI MOCTIHHO, ITOKU
BOHM HE MEPEHIyTh y IOpOCIe XKUTTA. Xoua JAesKl AaHl CB1IYaTh MPO Te, IO JESKI MOJIOAL JIFOIU
MOXYTh OyTH 370poBHMH 0e3 mpodinakTuku [31], HeoOXiaHI TOAATKOBI MOCHIIHKEHHS, MEPIl HikK
YITKI peKOMEHJIallii MOKyTb OyTu 3po0ieHi [32].

6. Y namieHTiB 3 TOBTOPHOK KPOBOTEYEK, OCO0JHBO B MilllecHEBUX CYyrjaodax,
KOPOTKOCTPOKOBa mpogdinakTuKa Bil 4YOTHPHOX 10 BOCBLMHM TH:KHIB MO:Ke OyTH NpoOBeJeHa,
o0 nmepepBatu HUKJI KpoBorted. Ile Moke OyTH B nmoeaqHaHHi 3 IHTEHCMBHOIO (isioTepamiecro
abo cinoBiopre3om. (PiBenn 3) [33,34]

7. IlpodinakTuka He BiJHOBIIOE YIIKOIXKEHI CYrjioOH, MpOTe BOHA 3HMXKYE YacTOTY KPOBOTEY 1
MO>K€ CIIOBUIBHUTH MPOTPECYBAHHS 3aXBOPIOBAHHS CYTJI001B 1 MOJIMIITUTH SKICTh JKUTTS.

8. IlpodinakTrka, sKa MPaKTUKYEThCS B JaHMW yac B KpaiHax, Jie HeMae OOMEeXeHb pecypciB Ha
Jopore JIKyBaHHS 1 MOXJIHMBAa TUIBKM IPHU 3HAYHUX pecypcax, Kl BHIUISIOTHCS Ha JIKyBaHHS
remodinii. IIpore, BoHa eKOHOMIYHO €(peKTHBHA B JJOBMOCTPOKOBIM MEPCHEKTHBI, OCKUIBKUA yCyBa€e
BHUCOKI BUTpaTH, MOB'SI3aH1 3 MOAAIBIIMM JIKYBaHHSM YpaKEHHUX CYIJIOOIB 1 MOJIMIIYE SIKICTh
HKHUTTH.

9. ¥V kpaiHax 31 3HAYHOIO HECTAUCI0 PeCcypciB HU3bKI MPODIUIAKTHYHI T03H, SIKI JAIOTHCS YacTilIe,
MOXYTb OyTH €(EeKTUBHUM BapiaHTOM.

10. JocnimkeHHS €KOHOMIYHOI e(eKTHBHOCTI, CIpSMOBaHI Ha BHUSBJIEHHS MIHIMaJIbHOI 103H,
HEOOXiIH1 J1s 3a0e3neueHHsI JOCTYIy 0 TPo(IaKTUKU y 6araThox KpaiHax CBITY.

Cxemu 1031

1. B nanuii yac BUKOPUCTOBYIOTHCS JIBA POTOKOIHU MPODIIAKTHKH, 3 IKUX € JOBIOCTPOKOBI JIaHi:

* [Iporokon Malmd: 25-40 MO/kr Ha 103y BBOASTH TPH Pa3H Ha THKACHB JIIOISIM 3 TeModiiero A i
JIBa pa3y Ha THXKJICHB JIIOISIM 3 reModimiero B.

* [Iporokon Utrecht: 15-30 MO/kr Ha 103y BBOASTH TPU Pa3u Ha THXKIACHB JIFOASIM 3 TeModiTieto A 1
JIBA pa3y Ha THXKJICHB JIFOISIM 3 reModimiero B.

2. Tlpote, € 0Ge3nmiu pPi3HUX NTPOTOKOTIB 3 TMPOQITAKTUKH, HABITH B MeEXaxX OJHIEI KpaiHw, 1
ONTUMAJIHUI PEKUM 1€ HAJISKUTh BU3HAYUTH.

3. Tlporokon moBWMHEH OYyTH sIKOMOTa OLIbIE IHAWBIAYalTi30BaHMM, B 3aJIEKHOCTI BiJ BIKY,
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BEHO3HOTO JIOCTyIy, (EHOTHIy KpOBOTEY, AaKTUBHOCTI 1 HAsABHOCTI KOHIEHTpary (akropa
3TOpTaHHA.

4. OguH 3 BapiaHTIB JIKyBaHHS MaJCHbKUX JITE€H MOJIATae B TOMY, II00 MOYMHATH MPOQITAKTUKY
pa3 Ha THXKIEHB 1 301IbIITYBATH KIJIBKICTh B 3aJIEXKHOCTI BiJl KPOBOTEU1 1 BEHO3HOTO JIOCTYITY.

5. IlpodinakTudne JIiKyBaHHS Kpalle IPOBOIUTH BPaHIIl B TIEPi0 U aKTUBHOCTI.

6. [Ipo¢inakTuuHe BBEJCHHS KOHIEHTPATy (akTopa 3ropTaHHS PEKOMEHIYEThCS Hepell y4acTio B
JiSUTBHOCTI 3 TABUIIICHUM PU3UKOM oTpuMaHHs TpaBmu. (PiBens 4) [18,34,35]

1.7 JomamHe qiKyBaHHsA

1. Tam, ae e IOIIIBHO 1 MOXIJIMBO, TMAIlIEHTIB 3 reMOQiIi€l0 MOTPIOHO JIKYBaTH B JIOMAITHIX
YMOBaXx.

2. JlomamHe JiKyBaHHS JI03BOJIA€ HEraHWH nocTtyn 10 (¢akropa 3ropTaHHs KpOB1 1, OTXKe,
ONTUMAaJIbHE JIIKYBaHHS Ha PaHHINA CTafii, 10 MPU3BOAUTH O 3HWKEHHS 000, TUCHYHKIIT 1
TPUBAJIOT 1HBAJIIAU3AIlI] Ta 3HAYHOT'O 3HMKEHHS JHIB TOCIITaIi3aIlii 3 MPUBOAY yCKiIaaHeHb. (PiBeHb
3) [36,37]

3. Tloganple MOMIMIIEHHS SKOCTI KUTTS BKIIOYae OUIbITy CBOOOAY MEpEeCyBaHHS Ta y4acTh Y
¢i3u4HIli aKTUBHOCTI, MEHIIE TPOIYCKiB HAaBYaHHs/poOOTH, 1 OlmbIIy CTAOUIBHICTH 3aWHATOCTI
[38].

4. JlomainHe JIIKYBaHHS i7IeajIbHO JIOCSTAE€ThCS KOHIEHTpaTaMu (pakropa 3ropTaHHs a0 iHIITUMH
mio¢inizoBaHUMHU 3aco0aMu, fAKI € Oe3leYHMMH 1 MOXYTh 30epiraTucsi B JIOMAalIHbOMY
XOJIOMITBHUKY.

5. JloMalllHe JIIKyBaHHSI IOBUHHO 3HAXOJIUTHC M1 HATJIs10M KOMaH/H 3 KOMIUIEKCHOI IOIIOMOTH 1
MOBUHHO MTOYMHATHCS TUTBKH ITICIIS OCBITHBOI 1 mpodeciitHoi minrorosku. (Pisens 3) [36,37]

6. HaByaHHS NOBMHHO 30CEpEAMTHUCS Ha 3arajbHUX 3HAHHAX MPO TreMO(iIio, PO3Mi3HAHHSA
KPOBOTEUI 1 3aralbHAX YCKIIAJHEHb, 3aX0aX MEPIIOi JOMOMOTH; pO3PaxyHKY J03HU, IPUTOTYBaHHI,
30epiraHHi Ta BBEJIEHHI KOHIIEHTpATy (paKTopa 3rOpTaHHs, aCeNTHIIl; BUKOHAHHI BeHEMYyHKIIi (abo
JIOCTYITY 10 IEHTPAJIBHOTO BEHO3HOI'0 KareTepa); OO0JIKy, HalleKHOMY 30epiraHHl Ta yTWii3amii
TOJIOK/TOCTPUX TPEIMETIB i 00poOKH po3nuBy KpoBi. [Iporpama ceprudikaiiii € KOPUCHOIO.

7. IanienTn a00 6aThKK MOBUHHI 30€piratu 3arnyucu CTOCOBHO KPOBOTEY (ITANl€pOBI YU €JIEKTPOHHI),
SKI BKJIIOYalOTh JIaTy 1 JIOKami3alilo KpOBOTEYi, J03y Ta HOMEp MapTii HpPOAYKTY, SKHUH
3aCTOCOBYBAaBCS 1 TOO1UH1 €(EKTH.

8. Texnika iH(Y31l 1 3aMUCU CTOCOBHO KPOBOTEU MOBHHHI MEPETNIAJaTUCA 1 KOHTPOJIOBATUCS Mij
yac HaCTYIHMX BI3UTIB.

9. JloMamiHe JiKyBaHHS MOXE pPO3MOYMHATHCA Y MAaJeHbKUX JiT€l 3 aJeKBaTHUM BEHO3HUM
JIOCTYTIOM Ta 3 JOTIOMOT'OF0 MOTHBOBAaHMX YJICHIB CIM'l, K1 TPOUIILIIN BIAMOBIIHY MIATOTOBKY. JiTn
CTapIIOro BIKY 1 MIJUIITKM MOXYTh HaBUUTHUCS CaMOCTIHHO MPOBOAUTH 1H(Y3il0 MpH MIATPUMII
ciM'.

10. IMnuanToBaHMiM MpUCTPIii Ast BeHo3HOro noctymy (Port-A-Cath) moxe monermmTa in'ekiil i
Mo3ke OYTH HEOOX1THUM JJisl Tpo(diIaKTUKU Y IiTeil Mosnomoro Biky. (PiBens 2) [39,40]

11. Ilpore, pusuku omepamii, MicueBa iH(eKIiss 1 TpoMOO03, MOB'SI3aHI 3 TaKUMH TNPHUCTPOSIMHU
HEOOX1IHO 31CTaBIATH 3 IepeBaraMu, MOYMHAIOYM 1HTEHCUBHY NMPOQUIAKTHKY Ha paHHIN cTamuii.
(PiBens 2) [41,42]

12. IIpuctpiit BEHO3ZHOTO JOCTYITY MOBUHEH PETENIbHO OUMIIATHCA 1 aJIeKBaTHO TPOMHUBATHUCS MICIIS
KO>KHOT'O BBEJICHHS, 11100 3ar100irTH yTBOPEHHIO 3rycTKiB [41].

1.8 MoHiTOpPHHT cTaHy 310pPOB'sl Ta pe3yJIbTaTiB

1. Perynspra cranmapTH3oBaHa OIIHKA KOXKHI 12 MICSIIIB J03BOJISE TTO3IOBXKHIN OIIHIII OKPEMHX
MAI[iEHTIB Ta MOKE BU3HAYUTH HOBI a00 MOTEHIIIIHI MpOoOJIeMU Ha paHHIX CTaisfX, TaK IO TUIaH
JikyBaHHS Moxe OyTu 3miHeHui. (PiBens 3) [14,26,43]

2. [NarieHTH TOBUHHI OTNIAAATHCS MYJIbTHAUCIUILTIHAPHOIO KOMAHIOIO MICHIs KOXKHOTO CepHO3HOTO
€Mi30/1y KpOBOTEUI.

3. HeoOxiaHO OIiHIOBaTH HACTYIIHE, & HABYAHHS TIOBUHHO OYTH MEPETIISHYTO 1 MOCUIICHO:

* MUTaHHS, MOB'sI3aH1 3 BEHO3HUM JIOCTYIIOM

* MUTaHHS, TIOB'SI3aHi 3 TEMOCTA30M (3aMuc KPOBOTEYi)
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* BUKOPUCTaHHS 3ac00iB 3aMiCHOI Teparii 1 BiIOBIIb Ha HUX

* OTOPHO-PYXOBHM CTaTyC: TOTIpIICHHS 1 (YHKIII TpHW KIIHIYHIA OIIHI CYrJIo0iB 1 M'A3iB 1
pajionoriyHa oIiHKa NIOPIYHO a0o sIK 3a3Ha4eHO (IUB. «ONOPHO-PYXOBI YCKIIaHEHHS)

* iepenaya 3 kpoB'to iHdeknii: BIJI, BI'C ta BI'B, 1 iHmux, Ko 3a3Ha4eHo (JIUB. «yCKJIaTHCHHS,
noB’s13aHi 3 TpaHcysiero 1 iHdeKIIil, sKi IepearThes MpH TpaHCPy3ii»)

* BUHUKHEHHS 1HT10iTOpY (1uB. «IHriOGiTOpH»)

* 3araJIbHUI MICUXOCOLIANBHUHN CTAaTyC

* CTOMATOJIOTiS/Tiri€Ha TOPOXKHUHU POTa

4. Kinbka oniHOK reModiiii ToCTymHi JUIst BUMIpY HOTipIIeHHs Ta QYHKIII Cyrio0iB, y TOMY YUCIi
AKTUBHICTH Ta y4acTh. BOHU BKIIIOYAIOTh:

- [loripmenns:

- Kniniuni: Omiaka ¢iznunoi aktuBHOcTi WFH (Bimoma sk orinka ['in6epra), Orninka cyrio0iB npu
remodimi (HJHS)

* Pagionoriuni: Oninku [lerepcona, MPT Ta yapTpa3BykoBa OIliHKa

- AxruBHictb: Crnucok aktuBHOCTI mpu remodinmii (HAL), Cnucok AuTsA40i aKTUBHOCTI TPHU
remo¢inii gismbHOocTi (PedHAL), Oninka pyHkuionansHoi HeanexxHocti mpu remodinii (FISH)

- Tlos's3ana 3i 3m0poB'sm skicth xuTTA (HaemoQol, Canadian Hemophilia Outcomes: Kids' Life
Assessment Tool [CHO-KLAT])

5. Jlns orpuMaHHS AOAATKOBOI iH(OpMaIii mpo HasBHI (YHKUIOHATIBHI 1 (i3WYHI OLIHKH, JMB.
WFH's Compedium of Assessment Tools: www.wfh.org/assessment_tools.

1.9 JlikyBanHsi 60110

1. ITamienTrn 3 TeMO]isi€Er0 YacTO BiIUYyBAIOTh TOCTpUN ab0 XpOHIYHMN Oinb. AJEKBaTHA OIIHKA
IpUYMHU 0010 HEOOXiHA JIJIS aIEKBATHOTO YIIPABIiHHS O0IeM.

boni, suknuxkani 6eno3num oocmynom

1. 3aranom, HisiKi 3He00IIIO0Y1 HEe TPU3HAYAIOTHCA.

2. Y neskux NiTeH 3aCTOCYBaHHS MICIIEBOTO 3HEOOJIEHHS CIIpeeEM ab0 KPEeMOM Ha MICIll BEHO3HOTO
JIOCTYITy MOK€ OyTH KOPUCHUM.

boni, suknuxani kposomeueto 6 cy2noovax avo m'azax

1. Xoua KoHLEHTpaTH (¢akTopa 3rOpTaHHA KpPOBI MOBMHHI BBOAMTHUCS SKHaWIIBHIIIE, 100
3YINUHUTH KPOBOTEUY, 10AATKOBI MpenapaTy yacTo HeoOX1AH1 AJisi KOHTpoutro Oouto (nuB. Tabmuiio
1-5: crparerii 11 ynpaBiaiHHA 00J€M y XBOPHUX Ha TeModiito).

2. Tnmmi 3ax0/au BKITIOYAIOTh B ce0€ XOJIOAH1 KOMITPECH, IMMOOLTI3aIlif0, ITUHU 1 MUJIHIT [44].
Ilicnaonepayiiinuit 6ino

1. BHyTpilIHROM'SI30BUX 1H'€KLIH 3HEOOIIOI0OUNX 3aCO01B CJIiJl YHUKATH.

2. Ilicnsonepaniiinuii 01716 HEOOX1IHO KOHTPOJIOBATH B KOOPAMHAILIIT 3 aHECTE31010IOM.

3. Crouatky nHpu3HAuYalOTh BHYTPIUIHBOBEHHMH MOp(IH abo 1HIII HAPKOTHYHI aHAJIbIETHKH, a
MOTIM MepOpaIbHI OMiOiU, TaKi SIK TpaMaoi, KOJEiH, TMIPOKOAOH Ta 1HIII.

4. Konu 01116 3MEHIIY€EThCS, TIPU3HAYAIOTH TTapaleTaMmodi/aneraMminoden.

binv uepes xponiuny cemoginony apmponamiro

1.XpoHiuyHa remo(diibHa apTponarisi PO3BUBAETHCA Yy MALIE€HTIB, SIKI HE OTPUMYBAIM aJI€KBaTHE
JIKyBaHHS KOHIIEHTpAaTOM (paKkTopa 3ropTaHHs KPOBi 3 MPUBOAY KPOBOTEUI B CYTJIO0i.

2. JlikyBaHHs BKJ/JI0O4Ya€e B ce0e (yHKUiOHATbHEe TPEHYBAaHHS, AaJanTalil0 i ajJeKBaTHe
3He00JIEHHS, SIK Ile MPONOHY€EThest B Tadumui 1-5. (PiBens 2) [15,45]

3. Inri6iropu LHOT'-2 BinirparoTh 3Ha4yHy poJib B wiii curyaunii. (PiBens 2) [46,47]

4. Inuri HIT33 cain yankaru. (PiBens 2) [48]

5. Konu Oinp Mo’ke mpHU3BECTH /10 1HBAIIHOCTI, MOXe OyTH MpU3HAY€HA OPTONEIUYHA Omeparlis.
(PiBens 5) [49]

6. [TamienTam 31 CTiHKUM O0JIEM CITiJT 3BEPTATHUCS 10 CHEIlaTi30BaHUX KOMAaH]I 3 BEJCHHS OLTIO.

Tabauus 1-5: Crpareriii BeqeHHs 00,110 y nanieHTIiB 3 reMogisiero

1 [Mapaueramon/aneraminoden
Sxmo He epeKTUBHI

2 [ari6iTop [1OI'-2 (manpukiian, neneKokcuO, MEJITOKCHKAM, HIMECYIIiJ Ta iH.) abo
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[MTapanieramon/arieraminoden roc koaein (3-4 pasu/no0y) abo
[MTapaneramon/arieraminoden mioc Tpamaao (3-4 pasu/mno0y)

3 Mopddin: 3actocyBaHHs NPOAYKTY TOBUIBHOTO BHBUIBHEHHS Bepcii 3 YHUKaHHSIM
[IBUIKOTO BHBUIBHECHHSI.

30ubIIeHHS 3aco00y MOBLIBHOTO BHBUIBHEHHS, SKIIO 3aci0 IIBHUAKOTO BUBUIBHCHHS
3aCTOCOBYEThCS OLUIBIN, HiX 4 pa3u/IeHb

[TpumiTku:

m SKmo 3 SKOiCh NMPUYWHU JIIKKM OyJau TMpU3HAYCHI Ha JESIKWW Tepioj 4acy, MallieHTaM, sKi
npuiiMalid 1 MEePeHOCHIIN BENUKI J03W HApKOTHYHHMX 3ac00iB, CJiJl 3HOBY MOYaTH MpenapaTr B
MEHIIH 1031 a00 3aCTOCOBYBATH MEHII CUJIbHI 00JI€3aCIIOKIHIMBI 3aCO0U TIiJ] HATJISIOM JTiKapsl.

m [ariGitopu I[[OI'-2 cmixm 3acTocoByBaTH 3 OOCPEXKHICTIO y TMAIli€EHTIB 3 apTEpiabHOIO
TIIIePTEH31€10 Ta HUPKOBOK TUC(YHKITIEIO.

1.10 XipypriuHi BTpy4aHHs Ta iHBa3UBHi poueypu

1. Omepamis MoOXe 3HAJOOMTHCS 3 TPUBOLY YCKIAJHEHb, MOB'I3aHHUX 3 TeModimiero abo He
MOB'SI3aHUX 3 HEK 3aXBOpIOBaHb. HacTymHi NuTaHHS MAalOTh NEPLIOPSATHE 3HAUYEHHS NpU
NPOBEICHHI oneparii y mamieHTiB 3 reMopiiro.

2. Onmneparig y mnamieHTiB 3 remodiniero morpedye T0JAaTKOBOTO IJIaHYBaHHA Ta B3aeMOIIl 3
MEANYHOT KOMaHJI010, HiXK 1€ TIOTPEOYIOTH 1HIII MaI[i€HTH.

3. IlamienTiB 3 remodiiiero, ki MOTPedyOTH XipypriuHoro JiKyBaHHsl, Kpalue JIKyBaTH B
HEeHTPi KoMIIeKCHOI JonmoMoru npu remodiaiii. (PiBens 3) [50,51]

4. AHecTe310J10T TIOBUHEH MaTH JOCBi/ JIKYBaHHS MAIli€EHTIB 3 MOPYIICHHSIM 3TOPTaHHS KPOBI.

5. AnekBatHa nabopaTopHa MIATPUMKA HEOOXiJHA I HAAIMHOTO KOHTPOIO PIiBHSA (akropa
3rOpTaHHS 1 TeCTy IHTi0ITOpA.

6. Ilepenonepaniiina oniHKa NMOBHMHHA BKJIIOYATH CKPHMHIHT iHri0iTopa Ta TecT iHridiropa,
0Cc00/IMBO, SIKINO BiJHOBJICHHSl 3aMilllecHOro (akTopa 3HA4YHO MEHIIEe, Hi’K OYiKyBaJIoCs.
(PiBenn 4) [52,53]

7. Onepailisi MTOBUHHA OYTH 3allJJaHOBaHA HAa MOYATKY THOKHS 1 HAa MOYATKY JTHS AJI ONTHMAalbHOL
71a00paTOPHOI MIATPUMKH 1 MIATPUMKH OaHKa KPOBI, SIKIIO 11€ HEOOX1THO.

8. JloctaTHs KUIBKICTh KOHIEHTpalii (pakTopiB 3ropTaHHs KpOBI NOBUHHA OYTH JIOCTYIHA IiJ] Yac
camoi omepaiiii 1 Juist TATPUMKH aIeKBaTHOTO TOKPUTTS MICISIONIEPaTUBHO Ha Yac, HEOOX1THUMN IS
JikyBaHHs Ta/abo peabimitarii.

9. SIk1mo KOHIEHTpaTH (aKkTopa 3ropTaHHsS KPOB1 BiICYTHI, HEOOX1THO aJileKBaTHA MIATPUMKA OaHKY
KpOBI 111010 TUIa3MOBHUX KOMITOHEHTIB.

10. JIo3a 1 TpuBamicTh Aii KOHLEHTpATy (hakTopa 3rOpTaHHS 3aJ€KUTh BIJl THILy BUKOHYBaHOI
omepariii (auB. Tabmwui 8-1 i 8-2).

Ta6auns 1-6: BusHaueHHs a1eKBATHOCTI reMocTa3y AJs Xipypriuyuux npouenyp [64]

Bigminna [aTpaonepariiina 1 micisonepariifHa KpoBoBTparta aHaioriydi (B mexax 10%)
BTpaTi KPOBI y NalieHTiB 6e3 remodimii

» Hisixi (He3ammanoBani) qo3u FVIII/FIX /nepenuBanHs He TOTPiOHI

= [loTpiOHe nepenuBaHHS KOMIIOHEHTIB KPOBI aHAJOTIYHE IEpPEeMBAHHIO Y
naiieHTiB 06e3 reMmoduii

Xoporia [HTpaomnepariiitna i/abo miciusomnepaliiiiHa KPOBOBTpaTa JEIIO0 Oiiblla, HiX
ouikyBasiocs y mauieHTiB 0e3 remo¢inii (10-25% Bijg ouiKyBaHOro), ajie IMpo
pI3HMIIO, SKa  BBAXKAETbCS  KIIHIYHO  HE3HAUYIIO, MOXE  CYAUTH
Xipypr/anecTe3iosor.

» JlonatkoBi (He3amnanoBani) go3u FVII/FIX /mepenuBanns notpiOHi

= [loTpiOHe nepenuBaHHS KOMIIOHEHTIB KPOBI aHAJOTIYHE IEpPEIMBAHHIO Y
naiieHTiB 06e3 reMmoduii

ITomipHa \ InTpaonepariiiina i/abo micisonepariiiia KpOBOBTpaTa OiJIbIiIa, HiXK OYiKyBaloCs
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(25-50%) B mopiBHSAHHI 3 mamieHTaMu 0e3 reModimii, HeoOXigHE T0JATKOBE
JKyBaHHS

= JlTonarkosi (He3amaanoBani) go3u FVII/FIX /nepenuBanns nmorpioui ABO

* bibmii 1031 KOMIIOHEHTa KpoBi ( B 2 pa3u), HiX NepeadoaueHo

[Torana/nisika 3Havyma iHTpaonepaiiiiina i/abo micisonepaniliHa KpOBOBTpaTa 3HAYHO OiJIbIIa,
HIX ovikyBasiocs (> 50%) B mopiBHSHHI 3 manieHTamMu 0e3 remodinii, morpedye
BTPY4YaHHS 1 He BUKJIMKaHA IHIIUMU poOeMamMu, KpiM reModimii

[TpumiTku:

m Kpim omiHok BTpatu KpoBi mia dYac omepauii, MOXKyTb OyTH BHKOPHCTaHI JaHi MpoO mepen i
micsonepariitHi piBHI TeMOTJI00IHY 1 KITBKOCTI EPETUTUX SPUTPOLIUTIB ISl OI[IHKA BTPATH KPOBI
IiJ] 9ac ornepartii.

m OriHKka reMocTa3y NPOBOAWTHCS BIPOJOBXK 72 TOAWH 3 MOMEHTY OIleparlii, mij 4ac 1 micis
orepariii.

m Xipypriuti nponeaypu MoxyTb OyTH KiacudikoBaHl SK BEIUKI 4Yd HeBenuKi. binbi cepitozHa
Xipyprigda nporeaypa — Ie mpoueaypa, ska BAMarae reMoCTaTUIHOI I ITPUMKH BIIPOJIOBXK MTOHA]T
OUIbIIE 5 AHIB ITOCILIb.

1.11 CromaroJioriyaa 10nomMora ta JiKyBaHHS

1. YV moneit 3 reModiniero Xopomia ririeHa MOpOKHUHH POTa Ma€ HAMBAKIIMBIIIE 3HAYCHHS IS
3aro0OiraHHs 3aXBOPIOBaHb MAPOJOHTY Ta Kapiecy 3y0iB, sKi MPU3BOIATH 10 KPOBOTOUHBOCTI SCEH
[56].

2. CrtoMaronoriyHe OOCTEKEHHS IOBHHHO MPOBOJUTHUCS PETYISPHO, MOYMHAIOYM 3 MOMEHTY
pOpi3yBaHHs MOJIOUYHUX 3YOiB.

3. 3yOu noTpiOHO YUCTUTH JBIYl HA IEHB IIITKOIO CEPEIHBOT JKOPCTKOCTI AJIsl BUJAJICHHS HAIbOTY.
4. CromarosyioriyHa HUTKa 200 IIITKA TOBUHHI BUKOPHCTOBYBATHUCS CKPi3b, JI€ 1[e MOKITUBO.

5. 3y0Ha macta 3 ()TOPOM MOBHHHI BHKOPHCTOBYBATHCS B pailOHax, A€ HpUPOAHOrO (ropy y
BOJIOTIOCTayaHH1 HeMae. B pa3i moTpedu Takok MOXKYTh OyTH MpU3HAYEHI 100aBKHU PTOpY.

6. OpTOIOHTUYHA OIliHKA MMOBHMHHA PO3TJISAATUCS Y BCIX MaiieHTiB y Bimi Bif 10-14 ans toro, mo6
BU3HAYUTH, Y4 € MPOOJIEMH, TIOB'SI3aH1 31 3MINIEHHAM, SIKE MOXE MPU3BECTH O MEPUOJOHTAIBHOI
XBOpOOH, SIKIIO HE JIIKYBaTH.

7. BaxxnuBuil TICHHMI 3B'A30K MK XIpyproM-CTOMAaTOJIOTOM Ta MEIWYHOIO KOMaHIO0I0 3 reModimii
JUIsl 3a0e3MeueHHs] HAaIeXKHOT KOMITJIEKCHOT CTOMATOJIOTIYHOI I0IIOMOTH.

8. JlikyBaHHsA Mo:Ke 0e3Ne4YHO NMPOBOJAMTBLCH IiJ MiCLEBOI0 aHeCTe3i€l0 3 BHKOPHMCTAHHSM
NMOBHOI0 CIIEKTPY METOAMK I XipypriB-cromMaroJoriB. IngiabTpaniiini, iIHTpananisipHi,
BHYTpPilIHbOJIiraMeHTapHi iH'ekuii yacTo pod,asATsh 3 3actocyBaHHsaM (paxropa (20-40%), xoua
e MOKJINBO 0e3 HbOr0, KOJM CHEHiaJiCT Ma€ aleKBATHUI J0CBil y BBeIeHHI IUX iH'€KILiid.
(PiBenn 4) [57,58]

9. JlikyBaHHs y BiiIUIeHH] reMO(iIii MOXKe 3HaJ0OUTHUCS Y BUIAJKaX, KOJIU HeoOXi1HEe OJOKyBaHHS
HUKHBOTO aJIbBEOJIIPHOTO HEpBa 200 1HMLIBTpaLlis S3UKa.

10. CromaroJioriuHe BHIaIeHHs 200 XipypriuHi nmpoueaypu, BUKOHYBaHI B IIOPOKHHMHI poTa,
NMOBHHHI MPOBOJIUTHUCA 3 MJIAHOM BeJeHHSI reMOocTa3y B KOHCYJIbTauii 3 remartoJioroM. (PiBenn
3) [51]

11. TpanexkcamoBa Kucjora a6o enciioH-amiHokanponoBa kuciaora (EAKK) wyacrto
3aCTOCOBYIOTHCH HICJsl CTOMATOJIOTIYHHUX MNpoOUeayp, o0 3MeHIIUTH NoTpedy B 3amicHii
Tepamii. (PiBens 4) [59,60]

12. IlepopanbHi aHTHOIOTUKM MOBUHHI MPU3HAYATHUCS TIABKU MPH HEOOX1THOCTI.

13. MicueBi reMOCTaTUYHI 3aX0U TaKOX MOKYTh BUKOHYBATHCS MICs BUAaleHHS 3y0iB. Tumosi
3ac00U BKJIIOYAIOTh OKHMCIIEHY LIENI0NI03Y 1 (hiOpUHOBUI KIIEH.

14. Ilicns BupaynieHHs 3y0a, MAIli€HTy CJiJl PEKOMEHIYBAaTH YHMKATH TapsddX CTPaB 1 HAIOIB J0
onyxanHs. KypiHHsS cIifi YHUKaTH, OCKUIbKH BOHO MOXE BUKJIMKATH MPOOIEMH 3 3arOE€HHSIM.
PerynsapHo mosockaTe poT TEIUIO COJIOHOIO BOJIOKO (YaifHa JI0JKKA COJIl Ha CKIISTHKY TEIJI01 BOAM),
MOYMHAIOYM 3 HACTYMHOTO JHS MICHs JIIKYBaHHS 1 HMPOJOBXYBAaTH HPOTATOM 5-7 1HIB a0o 10
3aro€HHS.
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15. Tlpo tpuBamy KpoBOoTeuy i/ab0 TpymHOUII B PO3MOBI, KOBTaHHI a00 JWUXaHHI MiCIsI
CTOMATOJIOTTYHOI MaHIMyJIsAIii HeraifHo HEOOXiAHO TOBECTH [0 BigoMa remarosora/xipypra-
CTOMATOJIOTA.

16. Hectepoinni npotuzanansHi 3acoou (HI133) 1 ACK ciig yHukaT.

17. BingmoBimna no3a mapaneramony/aneraMiHOpeH KOXHI HICTh TOJUH HPOTAroM 2-3 JHIB
JIOIIOMOKE 3ai1001rTH OO0 HIC/IA BUIAJICHHS.

18. HasBuicTh iH(]EKIIi, TepeHeceHNX 3 KPOB'I0, HE TOBHHHO BIUIMBATH Ha MOXKIIHBICTH
CTOMATOJIOT1YHOTO JIIKYBaHHS.

19. IpodinakTuka KpoBOTEY MiJ 4Yac CTOMATOJOTIUYHUX MPOIENyp Yy MAli€HTIB iHriGiTopaMu 10
FVIII a6o FIX Bumarae perenpHOTO TUtanyBaHHs [61].
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2. TIPOPIJIAKTUYHE JIIKYBAHHS

Komenmap pooouoi cpynu:

Poboua 6sadcac 3a Ooyinehe Ons  Oibd  NOBHOI  XAPAKMEPUCMUKU — NPOBEOEHHS
npoghinakmuuno2o niKy8amH, Xeopux Ha cemoinito exmouumu Hacmanosy Opeanizayii nikapie
Llenmpy eemogpinii Benuxobpumanii, cxeaneny bpumancekum Komimemom CcmaHoapmie 8
2emMamolocii: HacmaHo8a 3 NPoQIIAKMULHO20 3aCMOCy8anHs Konyenmpamy gaxmopa VIII y dimetl
ma 00POCIUX 3 BAACKOIO opmoio cemogpinii A:

A United Kingdom Haemophilia Centre Doctors’ Organization guideline approved by the
British Committee for Standards in Haematology: guideline on the use of prophylactic factor
V111 concentrate in children and adults with severe haemophilia A, 2010

(HacranoBa Opranizanii Jikapie  Ilentpy remoginii BeaunkoOpuranii, cxBajgeHna
bpuTtaHcbKHM KOMITETOM CTAHJAAPTIB B TIeMAaTOJIOrii: HACTAaHOBAa 3 NPOQUIAKTHYHOIO
3acTocyBaHHsl KoHUeHTpaTty (pakTopa VIII y aireii Ta 1opoc/imnx 3 Ba:xkkow (popmoro remodiii
A)

Beryn

3amicHuii (aKkTOp 3ropTaHHS KPOB1 y MaIlieHTiB 3 remodinmieto A abo B moxxe Oytu BBeneHUl y
BIIMIOBIJIb HA KPOBOTEUY (Teparisi 3a BUMOI00) a0 MOXKe BBOJUTHUCS PETYISIPHO, 00 3amo0irTu
KpoBoTeui (mpodinaktuuHa Ttepamisi). HacranoBa 3 mnpodilakTUYHOrO IJIKyBaHHS MdiTed 3
remodimiero A yn B octanHiii pa3 Oyna migrororiena Opranizamiero jmikapiB Llentpy remodimnii
Benukob6putanii (UKHCDO) B 1994 poui 1 3acHOBYBanacsi, TOJIOBHUM YHHOM, Ha PO ITaKTUIHUX
cXeMmax, fKi ycrmimHo BukopucroByBamucs B IlIBernii 3 1960 poky, mpore, i HacTaHOBa He Oyna
omybnikoBaHa. 3a ocTaHHi 15 pokiB Oyna oTpuMmaHa 3Ha4yHa iHQoOpMaliss 3 MIKHAPOIHUX
JIOCJIIJDKEHb, sKa MpU3Bea 0 3MiH y mpakTuil npodiraktuku. barato mociimkeHs Ha 3acangax
JIOKa30BOT MEAMLMHM 3 NMPODITAKTUKK y XJIOMYUKIB OylM OmyOJiKOBaHI HEJaBHO, 1 B JJaHMM 4Yac
HIMPOKE BU3HAHA €(EKTUBHICTh PAaHHBOI MPOPUIAKTUKU apTponarii y AITeH 1 MOJOAUX JTOPOCIUX
(Manco-Johnson et al, 2007; Gringeri et al, 2009). Poib npodiJakTUKH y JOPOCIHX SBOIOIIOHYE,
ajie nmpo¢iIaKTHKA TTiJIe Ha KOPUCTh 0araThboM.

II# HacraHOBa pO3INIAJAE ONTHMaJbHE BHUKOPUCTaHHS MNPO(MITaKTUKH y AiTed 1 J0pociux 3
reMod1Ti€I0 Ta Aa€ peKOMEHAAIll Ha 3acajax JOKa30BOi MEIUIIMHU. AHAJIOTIUHI peKOMEHAAIIIT JIJIs
namieHTiB 3 remogingiero B He maroTbes, BpaxoBYIOUM HEAOCTATHICTh OMYOJIKOBaHMX JAHHX.
HacranoBa Oyjie KOpUCHOIO IS JTIKapiB, MEJCECTEp, TaOOPaHTIB, BUCHHX 1 TAIIEHTIB Ta 0Ci0, SKi
HECYTb BIJIOBIIAIbHICTH 32 (PIHAHCYBAHHS MOCIYT.

MeTtonpoJiorist

[adopmariisi, o MICTUTHCS B AaHOMY OrJIsiai, Oyna 3i0paHa 3 AEKUIBKOX JpKepen. Y iX uwmcmi
nocwiadHs Ha momyku B 0a3ax manux MEDLINE i1 Cochrane mist BusiBIeHHS AOCTIKEHBb Ta
OIJIA/IB, 110 MAlOTh BIJHOLIEHHA 10 MPOQUIAKTUKM y TMAaLI€HTIB 3 reModisiero, Te3 MmyOikarin
MDKHApPOJHHUX 3yCTpiuel Ta MOCWJIAHHS Ha BIJJOMHX aBTOPIB. ABTOPChKA Tpyma CKJIaja MPOEKT
HACTaHOBM, SKHM OyB 3roJoM MepersHyTHH Ha OCHOBI KoHceHcycy wieHamun UKHCDO
KoncynpratuBHoi Pagu 3 remocrasy i1 Tpom0o3y bpuranchbkoro KomiTeTy 31 cTaHAapTH3alli B
remaroorii (BCSH) 1 unenamu bpurtancbkoro toBapuctsa remarosnorii. PiBHI 1oka30BOCTiI Oynu
BHU3HAYeHI BiAMOBIMHO 10 pexomenpaarniii Grades of Recommendation, Assessment, Development,
and Evaluation (GRADE) Working Group (Atkins et al, 2004; nus. Jonmatok I). [Tocunanus Ha
MIATBEPHKCHHS PEKOMEH/IAIlIH, MPeICTaBIeH] B TONEPEIHHOMY OOTOBOPEHHI.

Beeoenns

Mertoro npodinaktuuHoro BBeneHHs ¢akropa VIII mamientam 3 remodiniero A € 3MEHIIUTH
KUIBKICTh KpOBOTE€Y. Y TOPIBHSHHI 3 JIIKYBaHHSIM 3a BUMOTOIO, MPO(MUIAKTHKA MPHU3BOIUTH 0
3HIKEHHS 9aCTOTH TeMapTpO3iB, 3aXHIA€E CYrJIOOU BiJl pO3BUTKY Ta porpecyBaHHs aptpomnarii. Lle
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MOYKE€ YaCTKOBO BiZOOpakaTH 3HM)KEHHS CYOKJIIHIYHMX KPOBOBHJIMBIB y cyrinoou. HemaBHo OyB
MIPOJIEMOHCTPOBAHUH 3aXUCHHUMA €heKT MPO(UIAKTUKHA B 3HMKEHHI YaCTOTH BHYTPIIIHbOYEPEITHUX
KpPOBOTEU Y MAIli€HTIB BIKOM cTapiie 2 poKiB 3 Baxkow (opmoro remodimi i 6e3 iHriGiTOpY
(Witmer et al, 2008). IIpakTika mpodiJaKTHKH MOKE PO3TIIAAATUCS Y YOTHPH €TaIIH:

* IOYATOK MPO(ITAKTUKH y JUTUHU B MEPILI TPU POKH KUTTH,

* BCTAaHOBJICHHS PETYJISIPHOTO BBEJCHHS (DaKTOpa Y JUTUHH CTApIIOTO BiKY,

* Monu@ikaris mpodTAaKTUKK 71T KOMITEHC ANl MiABUIICHHS (i3MYHOI aKTUBHOCTI B MiTITKOBOMY
BIL 1

* MOTEHLiaN Ayt MOAM(IKaIii 010 3HUKEHHS IHTEHCUBHOCTI MPODITAKTHKH Y JOPOCIIHX.

Jloka3u moa0 cxeM Npo(UIAKTHKH y AiTel 3 BaKK0I0 (opMoI0 remodiaii A

B nmanuii yac € xoporri JoKa3u TOro, M0 PaHHIM MOYATOK MPOQITAKTUIHOTO BBEJCHHS KOHIICHTPATY
dakTopa AiTAM 3 Baxkow (opmoro remodinii B pe3ynbTaTi 3MEHIIYE KIIbKICTh BHUITAJIKIB
KPOBOBWJIMBIB Y CyIJIOOW, 3HWXKYE apTpONaTii 1 momminye sSKicTh KHUTTA. LI 10Ka3u 10 HenaBHBOTO
yacy OynM 3acHOBaHI Ha PETPOCHEKTUBHUX KOTOPTHUX nochipkeHHsx. (Ahlberg, 1965; Van
Creveld, 1969; Nilsson et al, 1970; Hirschman et al, 1970; Kasper et al, 1970; Robinson et al, 1967;
Rabiner & Telfer, 1970; Shanbron & Thelin, 1969; Ramsay & Parker, 1973; Rizza & Matthews,
1972; Nilsson et al, 1976; Aronstam et al, 1976; Morfini et al, 1976; Schimpf et al, 1977; Petrini et
al, 1991; Nilsson et al, 1992; Liesner et al, 1996; Smith et al, 1996; Lofqvist et al, 1997; Astermark
et al, 1999; van den Berg et al, 2001; Fischer et al, 2002a). BigcyTHicTh paHIOMi30BaHUX
JOCTII)KEeHb B HEJJaBHROMY MUHYJIOMY Oyrna minfgana kputuii B KokpaniBebkiit nonosiai (Stobart et
al, 2005), ane Taka KpuUTHKa BXKe Oyla pO3IJIsIHyTa B IyOJiKamii MiBHIYHOAMEPHKAHCHKOTO
PaHI0Mi30BaHOr0 KOHTpoJboBaHOro mociimkerus (Manco-Johnson et al, 2007), a Takox B
HNPOMDKHHX pe3yJibTaTaxX iHIIOro MpocrekTuBHe Aociimkenns (Gringeri et al, 2009).
Manco-Johnson et al, (2007) noBigoMuIK PO AOCITIIKSHHS, B IKOMY 65 XJIOMUYHUKIB 3 TeMO(iTier0
Oynu paHzoMi3oBaHi Ha TpodurakTHKy (n=32) abo po3mHUpeHy Tepamiio 3a BUMOrow (n=33).
KpuTtepii BiamoBigHocTi Bkimrodanu Bik <30 wicsamiB, piBeHb aktuBHOcTi FVII <2 MO/mn, <2
KPOBOBWJIMBIB B aHAMHE31 B KOX)KHOMY JIOCIHIJKYBAHOMY CYIJIO01 1 HOPMaJIbHUH 3HIMOK Cyrio0a.
CepenHiil Bik Ha MOMEHT BKJIIFOYEHHS B JOCHIDKEHHS B 000X rpynax OyB 1-6 pokis. Ilonepeanii
remMapTpo3 O0yB y 6% maitieHTiB y rpyri npodinaktuku 1y 39% y rpyni 3a Bumororo. [Joza FVII y
npodinakTnyHoMy pexxumi Oyna 25 MO/m1 Baru Tia B albTepPHATUBHI JHI, CXEMHU PO3LIMPEHOTO
BBEJICHHS 3a BHUMOTOIO CKJIQJIajiUCs, MPUHAWMHI, 3 TphOX 103 3 3araibHoio a03010 80 MO/kr
¢axrtopa VIII nix yac kpoBoBMIMBY B cyrio6u. IIpu ominui B Bili 6 pokiB, 3 32 MaIieHTiB y rpymi
npodiIakTUKH, y ogHoro (4%) Oynu O3HAaKM ypa)keHHs Cyrjio0iB Ha MpOCTii peHTreHorpadii iy 2
(7%) Ha marniTHO-pe3oHaHcHil Tomorpadii (MPT), na Biagminy Bin 5 (19%) 1 13 (45%) BinmosigHo,
B rpyni JikyBaHHs 3a BuMoroio (P=0,006). BinnocHuil pusuk ypakeHHs cyrio0iB 3a janumu MPT
y TpyIi JIIKyBaHHS 32 BUMOI'OI0 B MOpPIBHSHHI 3 rpynoro npodinaktuku Oys 6,1 (95% nosipunit
intepBan, 1,5-24,4). CepenHsi pidHa KUIbKICTh KPOBOBHIIMBIB B CyrJIOOM 1 3arajbHa KiJbKiCTh
KPOBOBWJIMBIB OyJIM BHILI, IPY BUXO1 3 AOCHIHKEHHS B TPYIIi JIKyBaHHS 32 BUMOT'OI0, HIX y Ipymi
npodinaktukun (P < 0,001 g o6ox mnopiBHsaHb). Illopiune 3actocyBanns FVIII B rpymi
npodinaktukn 6000 MO/kr Ha Bigminy Big npubauzHo 2500 MO/kr B rpymi JiKyBaHHS 3a
BUMOTOIO.

Byna Tinbku cnaOka KOpeJsiist MK KUTBKICTIO reMapTpo3iB 1 6amamu MPT; ypakeHHs cyrio0iB He
BU3HAUAIKCS MIPU MEIUYHOMY OISl ['eMapTpo3 y aHaMHEe31 JIeIKUX MAalli€eHTIB MPHU BKIIIOUEHH] Y
BUIIPOOYBaHHS MOKE CBIAYUTH PO Te, L0 AESKi YpaKeHHs CyTrJIo0iB, MOKJIMBO, ICHYBaJIU B IEH
MOMEHT 4acy, 10 MOTJIO MaTh BHeCcOK y nani MPT mpu 3aBepiienni gociimkenss. [Ipote, qokaszu
3aXBOpIOBaHb Cyrio00iB 3a jganumMu MPT mnpu 3aBepiieHHiI JOCTIDKEHHS OynM HUXKYI B
npodiIaKTUYHIN Tpymi, HEe3BaKaroud Ha OUIBII BUCOKY YacTOTy MOMNEpEeAHIX KPOBOBUIMBIB Yy
Cyryio0u Ipy BKJIFOYEHHI B TOCTIKEHHS. ABTOPH MPUIYCTHIIH, 1110 XPOHIYHI MIKPOKPOBOBUJIMBH Y
cyrinobu abo cyOXOHApPaTbHY KICTKY Y XJIOIMYUKIB 3 TeMO(DUIIEI0 MOKYTh BHKJIMKATH MOTIPIICHHS
cyrno0iB 6e3 KIIHIYHUX O3HAaK reMapTposy, 1 10 MpogiJakTHKa MoINepe/pkae el CyOKITiHIYHUH
nportiec (Manco-Johnson et al, 2007).
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[ToriepenHi gaHi JOCHIHKEHHS 3 OILIHKH MPOQUIAKTUKU: PaHAOMI30BaHE iTaliliChbKe BUIIPOOYBAHHS
(ESPRIT) Gymo omy6mikoBano B ¢opmi Te3 (Gringeri et al, 2009). Copok niTeii 3 Ba)KKOO
remodimero (FVIII <1 MO/mn) y Bini < 7 pokiB (Meniana 2 pOKH) 3 HETaTUBHHUMHU KIIIHIKO-
PamioNIOTIYHUMH  OIlIHKAaMHU CYIJI00IB MPU BKJIKOYEHHI Yy JOCHIKEHHS 1, TpuHaimHI, 3 1
KPOBOTEUCIO TMPOTATOM TOMEpeAHiX 6 wmicsamiB Oyiad  paHAOMI30BaHI It OTPUMAaHHS
npodinaktuynoro FVIII 25 MO/kr macu Tina 3 pa3u Ha THXACHH a00 B IpyIy JIIKyBaHHS 3a
BuMororw 25 MO/Kr MacH Tiia HIOAHS 10 MOBHOTO NMPHUMHMHEHHsS KpoBotedi. JlecsthoM 3 21 miteit
Ha TPO(UTAKTHUINl CTaBUIW KaTreTepu i 1HQy31H B TOpIBHSAHHI 3 XOAHMM 3 19 miteit, ski
OTPUMYBAJIM JIIKYBaHHS 32 BHUMOTor0. /liTh Ha mpodisakTHYHOMY JIKyBaHHI MOKa3aJd 3HAYHO
HIDKYY 3arajibHy KUIBKICTh KPOBOTEU B MepioJ MK iH(Y3isiMu dakTopa 3ropTaHHs B MOPIBHSIHHI 3
TITBMU, SIKI Tpoxoawiu JikyBaHHS 3a Bumororo (0,52 mporm 1,08 kpoBoTeu/ mMalieHT/MicCsIb
BianmoBimHO, p <0,05) 1 menme kpoBored B cyrioow/micans (0,20 mporu 0,52, P <0,02).
Pagionoriuna omiHKa rmoka3ana O3HaKM reMoQuIYHOI apTponaTii y 6 mamieHTiB Ha mpodiIakTUI
(29%) (cepenniii 6an 3a Ilerepconom 5; mianmazon: 3-14) 1 14 B rpymi maii€eHTiB Ha JIIKyBaHHI 3a
Bumorow (74%) (cepemniii Gan 8; miamazon: 2-12) (P <0,05). Ilpodinaktuka Oyna OinbI
e(eKTUBHOIO, SKIIO i1 MOYUHAIN B OLIBII MOIOAOMY Billi (< 36 MicsIiB).

binpim Bucokuii piBeHb mpodinakTuyHoro 3acrocyBanHs FVIII mokasye, mo meil Bapiant Oyne
JIOPOXKYKMM, HIDK Tepamis 3a BuMororo. IIpore, mOCHiPKECHHS MOJIOAMX ITOPOCIHMX TAIll€HTIB
MoKa3ali, 10 MIOpiyHe 3aCTOCYBaHHS (DaKTopa y MAIli€HTIB, AKi B JaHUK Yac 1 3aBXKAU JIKYyBAJIUCS
3a BUMOTOIO, HIYMM HE BIAPI3HIETHCS BiJl 3aCTOCYBAHHS y MAII€HTIB JOBIMOCTPOKOBUX MPOMIKHUX
npopUIAKTUYHUX 03, X04a KOropTa MAaIli€HTIB, SKI OTPUMYBAJIU JIKyBaHHS 3a BHMOTOIO, MaJa
oinbin cepiio3ni aprpomnarii (Fischer & van den Berg, 2003). IlamieHTr 3 O4eBUAHUM ypaKEHHSIM
cyrno0iB, MOXIJIHBO, OyayTh moTpeOyBaTh 3OUTHIICHHS MIATPUMKH (aKTopa 3TOPTaHHS 3
MOTIPIIEHHAM apTporartii 1 HeOOXIAHICTIO 3aMiHu cyrio0a. HaBmaku, mamieHTH, sSiKi OTpUMYBallu
npodiIaKTUKY, y SKHUX Kpamie 30eperimcs Cyriioou, MOXYyTh MaTé OiuIbIl CTaOUIbHY MOTpedy
dakTopa 1 Kpamly BifBiAyBaHiCTh mKoJM abo pobGotru Ile mokaszye, mO B JOBrOCTPOKOBIMH
MepCHeKTUBl MNpodiIaKTHKa MOXXEe OyTH KIIHIYHO 1 €KOHOMIYHO OUIbIl TPHUBAOJIMBOIO, HIXK
JIKYBaHHS 32 BUMOTOIO.

VY HexaBHO omyOsiKOBaHOMY OaraTOHaI[lOHAJILHOMY KOTOPTHOMY JOCHiKeHH1, « CKOHIIEHTPOBaH1
mii 3 HeWTpamizamii aHTHTLN mpu Baxkkid remodimii A» (the Concerted Action on Neutralizing
Antibodies in severe haemophilia A (CANAL) nokasano, 1o npoginaktuka B cepeAHboMy 16 AHIB
(MDKKBapTUIbHMM Jianma3oH §-28 nHIB) acouitoBaiaca 3 60% 3HWKEHHSIM PHU3UKY PO3BUTKY
iHribiTOpa B TOpIBHSAHHI 3 JiKyBaHHsIM 3a BuMoroio (Gouw et al, 2007). Lle me He Oymo
OOIPYHTOBAHO MOAAIBIINMH JTOCIIIKEHHSIMHU aI€KBaTHOI CUIIH.

Pexomenoauis
PexoMeHyeThCs ITAM 3 BaXKKOIO popMoro remodiii orpumyBatu npoditakruuni iHPy3ii FVIII 3
METOI0 3al00iraHHs reMapTpo3y Ta iHmuX KpoBorey. (Pexomenaanis 1A).

IpodinakTuyni cxemu y airei

HenaBHi mocnimkeHHs Haganu IOAATKOBI jaaHi mpo ¢apmakokinetnky FVIII y miTeit Mmomosmiioro
BiKy 1 ponb piBHIB FVIII y npodinaktuni kpoBoTey; I AaHI MaOTh HACTIAKU JJI MPAKTHYHOT
npodinakTuku. byno BcTaHOBIIEHO, IO iICHY€E 3HaYHA MIHIUBICTh GapmakokiHeTuku FVIII y miTei.
OpnHe nocniJKeHHs MOKa3allo, 10 Yac HaMiBBUBEIEHHS KOHIEHTpaTy pekomOiHantHoro FVIII
BapitoBaBcs Bia 6-8-15-4 rox y rpymi niteit Bix 1 10 6 pokiB, 301IbIIEHHS BIKY acOLilOBajocs 3i
30utbmenHsM HamiBBuBeAeHHS (Blanchette et al, 2008). HemaBue mocimimpkeHHsS MOKas3aigo, M0
KUIBKICTh KPOBOTEY Yy M'AKMX TKAaHMHAX 1 reMapTposiB, ski OyBaioTh y JiTell Ha mpodirakTuiy,
OB’ s13aH1 3 MEePioJIOM Yacy, IpoBeneHoro Ha azMoBux KoHieHTpatax FVIII, <1 MO/mn. Xoya B
JAHOMY JIOCHIJDKCHHI HEJIOTPUMaHHSA MPO(MITaKTUKH 3pOOMIO Ba)UIMBUH BHECOK y HM3bKI DiBHI
miazmoBoro FVIII, Ha mokasHWKHM KpoBOTeWi y miTe y Bimi 1-6 pOKIB TakoX BILIUBAJIO
namiBBuBeneHHs i kiaipenc FVIIL (Collins et al, 2009). Ile mocnimkeHHs MiATBEPIKYE TE, IO Y
MaIi€HTIB Ha MPOQIIaKkTUIll 301TBIIIEHHSIM Yacy 3 HU3bKOI0 KoHIeHTparieto FVIII miasumtye pusuk
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KpPOBOTEUi, ajie He OOOB'A3KOBO O3HAyae€, M0 BCi MAIIEHTH MOBHUHHI MIATPUMYBATH CBili piBEHb
FVIII Bume 1 MO/ .

HesicHo, fka KiJIbKICTh KPOBOBWJIMBIB Yy CYIJIOOM MOXE BUKIMKATH apTPONATii0 y MAIli€HTIB 3
reModiIi€r0; BOHa MOXXe OyTH pI3HOK Yy PI3HMX TNalieHTiB. byau mnpencraBieHi JoKazw 3
KOTOPTHOTO MPOCIEKTUBHOTO JOCHIPKeHHS 3 HiMeyumHM, 1m0 4YacToTra reMapTpo3y IIiJl 4ac
npodiakTUKK Oyjia 3HAYHO HIIKYA, SKIIO MPOo(dUIAKTHKA PO3MOYMHAIACS HE IMI3HIIIE, HIXK IMiCIs
MEPIIOT0 KPOBOBWJIMBY Yy CYIJIOOM, KpIM TOTO PAaaioNOTivHI OIIIHKK CYrJo0iB IMiJ dac
CIIOCTEPEIKECHHS 3HAYHO KOPETIOBAIN 3 KUIBKICTIO KPOBOBHJIMBIB y CYTJIOOM, SIKI Majd MicCIe /10
npodinaktuku (Kreuz et al, 1998). Jlocnimkenns, npoeaeHe B Higepnangax miaTBepauio, Mo
MAIi€HTH, SIKI TOYMHAIOTH MPOQIIAKTUKY He3a0apoM IICs IMEepHIoro KPOBOBHIIMBY B CYTJIOO,
MalTh He3HauyHy aptpomatiro B 3putomy Bimi (Fischer et al, 2002a). Xowa TeoperuuHO
MIPUBA0IMBUM € TTPOBEICHHS NPO(DIIAKTUKY Y paHHBOMY BIiIIl JIO TIEPIIIOi KPOBOTEYl B Cyrii00i, BOHA
MOYE MPEICTABIATH MPAKTHYHI TPYAHOILI, TEXHIUHI MpoOJIeMH, MOB'I3aHi 3 BHYTPIIIHbOBEHHUM
BBEJICHHAM TMPOAYKTIB KOAryjslii y [JiTeli paHHBOrO BiKYy, MOXXE BHHHUKATH HEOOXITHICTH
BCTaHOBJICHHS TTOCTIHHOTO BHYTPIIIHBOBEHHOTO Karterepa. KpiMm Toro, Oyno BH3HAHO, 110 Y OCI0 3
BaXKOI0 (opMOr0 reModisiii MOXKYTh MPOSBIATUCS KIIiHIYHI ()EHOTHUIIN PI3HOTO CTYIEHS TSKKOCTI.
Lle 3HaHIIIO CBOE BiOOpakeHHS y 3MiHHIH BiKy, B SKOMY MAalli€HTH 3 BXKOIO (opMoro remodimii
MAaloTh MEPIIy KPOBOTEUY 1 y 3MIHHIN NepioAy Yacy, SKUil MOXe MpoiTH 1o ix apyroi kpoBoteui. Li
CTIIOCTEPE)KEHHS TMiIKa3aJi TOHATTS 1HMBIIyalli30BaHOil Teparii, B pe3y/IbTaTi 40ro y Mali€HTiB 3
JIETKUM KJTIHIYHUM ()EHOTUIIOM MOXKHA TOYaTH MPOo(]iIakTUKY B OUIBII MI3HBOMY Billi 1 OTPUMYBATH
KOHIIGHTPAaT 3 MEHII YacTHMMH IHTEpBajaM{, BUKOPHUCTOBYIOYM MEHIIE KOHICHTpATy s
JIOCSITHeHHs icHyBaHHs 6e3 kpoBoTeu (Astermark et al, 1999; Astermark, 2003; Petrini, 2001).
Xoua NpUHOUIN TPOPITAKTUKK Bakkoi (opmu TemModinmii IMHUPOKO BHU3HAHUH, HeTaii 0I00
BBEJICHHS KOHIIEHTpATy [Uis MNpOQUIAKTHKH BIAPIZHAIOTBCS B pi3HUX KpaiHax. JKomHoro
MIPOCTIEKTUBHOTO PAaHAOMI30BaHOTO JOCITIKEHHS, K€ O TOPIBHIOBAIO €()EKTUBHICTD Pi3HUX CXEM,
HE MPOBOAMIIOCS. € PETPOCIEKTHUBHI KOTOPTHI JAOCIHIKEHHS, SIK1 MOPIBHIOBAIM PE3yIbTaTH y TITEH
y MeXax OJIHI€i KpaiHU BIPOJOBXK IOCIIIOBHOTO MEpioy dacy, B TOM yac K 1HIII MOPIBHSHHS
NPOBOJWINCS MDK pe3ylbTaTaMM MOJIOHMX MAIllEHTIB B Pi3HUX KpaiHax. JIBI OCHOBHI Mojeni
npodiIakTUKKU OyiIM BUKOpPUCTaHI (1) BBEAECHHS KOHIIEHTPATy (akTopa B MOE€JHAHHI 3 KIIHIYHUM 1
(bapMaKOKIHETUYHUM MOHITOPUHIOM JUIsl 3amo0iraHHs KpoBoTed (IIBeAchbka Mojenb) 1 (il) 1o3u
KOHIIEHTpaTy (hakTopa, 3aCHOBaH1 Ha KIIHIYHUX KIHLIEBUX TOYKaX (TOJUIaHAChKA MOJIEIb).

(1) ITpaktuka npodinakruku B llIBewii noasrae B Tomy, 11100 moyaT BBEICHHS (aKTOpa MAIi€HTY Y
Billl 1-2 pokiB, 1100 MPOBOAUTH JIKyBaHHS a00 yepe3 JeHb, a00 MIHIMYM TPHU pa3H Ha THXKICHb Y
71031, AOCTaTHIN Juid 3amo0iranHs kpoBoredi. L{g rpyna moBizomuia mpo TEHIEHLIT MOMIMIIEHHS
OpTOMNEINYHMX 1 Pa/IlOJIOTTYHUX OLIIHOK cyrio0iB 3a 20-piuHuii nepiof cnoctepexeHHs (Lofqvist et
al, 1997). Ocranni aBi KOrOpTH 3 JIEB'SITH 1 IIECTH MAIl€HTIB (KOXKHA 3 SKUX BKJIOYAa OJHOTO
namieHTa 3 remodiniero B) mouanu nikyBanHs y Bini Big 1 mo 3 pokiB (1-2) i 1-2 pokis (1-1,5)
BIIMOBIZIHO, mIOpiuHe 3actocyBaHHs KoHueHTpary FVIII/FIX/kr macu tina ckmamano 5741 MO
(4730-7817) s crapmioi 3 aBox rpym i 6354 MO (5305-8915) mns momoamioi rpymu. Y mux
HalieHTiB He OyNo HIAKUX JIOKa3iB YpaK€HHs CYrJo0iB MpU KIIHIYHOMY OOCTeXeHHI a0o Ha
PEHTIeHIBCbKUX 3HIMKax y Bimi 7-10 pokiB. Bim 30inapmenHs 3actocyBaHHs ¢akTtopa y
HaMOJIOAIOT KOTOPTH KOPHUCTI HEe 0YyJI0 MPOIEMOHCTPOBAHO 32 MOTOYHUINA MIEPi0JT CIIOCTEPEKEHHS.
(i1) Takox Oymo moBimomueHHst po gocBia B Himepmanmax (van den Berg et al, 2001). Ilepiox
qacy, BIPOJOBXK SKOTO MOYMHAJIOCS JIIKYBaHHS B OCTaHHIN TOJITaHACBHKIN KOTOpPTI, CIIBMAjae 3
NepioJIOM Yacy OCTaHHbOI MBEAChKOT Koroptu. [IpodinakTrka mounHamacs miciast oqHOro ado ABOX
KPOBOBWJIMBIB Yy Cyrio0u abo Ime JABOX KPOBOBHJIMBIB Ha MiCsIb, AKi MOTpeOyBalu JiKyBaHHS.
Cepenniii Bik nmoyaTky JikyBaHHS OyB 3-9 pokiB y 27 mauieHTiB. CepenHs (CTaHIapTHa MOMMIIKA)
KJIIHIYHA OpPTONeInYHa OliHKa y Bili 7-9 pokis (0-4) pokis Oyna 0,2 (0-2) 1 pagiosoriyna oliHKa 3a
[Terepconom 1-1 (0-4). Cepenne 3acTocyBanHs KoHIeHTpaTy 0yimo 2900 MO/Kr Ha pik.

[TopiBHSHHS IMIBEJCHKOTO 1 TOJJIAHJCHKOTO JOCBiAY MOKAa3ajio, MO TMALI€HTH, SKi OTPUMYIOTbH
npodinaktuky B IlIBemnii, Manu MeHIIe KPOBOBWIMBIB y CYIJIO0M MPOTArOM 3-X POKIB 1 HEBEJIUKE
3MEHIICHHsl apTponatii micast 17 pokiB CHOCTepe)XeHHs, ajie 31 3HaYHO BUIIMMHU BUTpaTaMH Ha
nikysanns (Fischer et al, 2002b).
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JocnimkeHHsT 3anmpoBa/KCHHST TPO(MITaKTUKA B JaHUU yac TpoBOAWTHCcs B KaHami, B sIKOMY
iHauBiAyami3oBane 30utbmeHHss no3u FVII 3amexuts Big KpoBOTEY B MEpiog MDK 1HQY3isIMH
daxTopa 3ropranns (Feldman et al, 2006). Konuentpar BBoAuThCs B 1031 50 MO/KT ofMH pa3 Ha
THKJEHB 1 301IBIITYETHCS BIIPOJOBK JBOX eTamiB 10 npodimaktuaroi qo3u 25 MO/kr FVIII uepes
nenb. [IpoMibKHUN aHami3 KOTOPTHU 3 MEIIaHOK MEpioay CIIOCTEPEKEHHS 55 MiCsIiB MOKa3aB
cepelHi KIiHIYHI OMIHKK KomiHHUX cyrio6iB 0 (0-15) 3 56,0 (0-13) 3 52 mikTiB 1 2 (0-22) 3 56
mmkonoTok (Blanchette et al, 2009).

Onucu pi3HUX Mojened NpodUIAKTUKYA TOKa3yIOTh BiJIMIHHOCTI B IOPOTOBUX 3HAYEHHSX, SKI
BUKOPUCTOBYIOTBCS Ul MOYATKy JIIKYyBaHHS, B BUKOPHUCTOBYBaHIN 1031 KOHIIEHTpATy i crocoOi,
SKAM TPOBOIUTHCA mTpodinakTuka. Kputepii omiHku e(QeKTHBHOCTI JIIKyBaHHS Pi3HI; OJHE
JOCITIJKeHHsT BUKOpucToBYBaio MPT, a iHmN — KIiHIYHY OLIHKY 1 HNPOCTUH PEHTI€HIBCHKUN
3HIMOK. X04Ya € JToKa3u Toro, 1o MPT e GuIbII 4yTIUBUM iHCTPYMEHTOM JIJIsi BUSIBIICHHS YPaXKCHb
cyrno0iB, 11 3HaUY€HHS B MPOTHO3YBaHHI MPOTrPECYBaHHs apTpomaTii 1 PyHKIIOHATBHUX MOPYIICHb
HEsICHE.

dapMaKoKiHETUYHE MOJICTIOBAHHS TOKa3ye, mo miarpumMka piBHiB FVIII Bume HeoOXinHOTO piBHS
JOCATAETHCS OUTBII €(PEKTUBHO 1 3 MCHIIMMH BUTPAaTaAMH 3 BUKOPUCTAHHSM PEXHUMY 4epe3 JICHb B
HOPIBHSHHI 3 peKUMOM Tpu pasu Ha TmwxiaeHb (Carlsson, 1997, Bjorkman, 2003; Collins et al,
2008a).

Pexomenoauii

1 IIpo¢inakTuka NMOBHHHA NMOYMHATHUCH [0 NOSIBH JAPYroro KpOBOBHJIMBY B CYIJjo0 ado
3HAYHOI KPOBOTEYi B M'AIKMX TKaHHHAX. (Pexomenoayis pisus 2 B).

2 IIpoginakTHKY MOKHA MIOYMHATH 3 BBeleHHS] KOHIEHTPAaTy (paKkTOopa 0OAMH pa3 HA THIKAEHb,
aJie 3i 30i/IbIIEHHSAM JIIKYBAHHS 10 YACTIIIOT0 BBE/JACHHS, SIK 03BOJIA€ BEHO3HUH JOCTYII JJIs1
TOro, o0 3ano00irTu BUHUKHEHHI0 0y/JAb-IKHX KPOBOBHJIMBIB Yy CYIJio0M a00 M'sIKi TKAHMHH.
(Pexomenoayis piens 2 C).

3. IlpodinakTuka NOBHHHA CKJagaTucsd 3 BBeleHHu KkoHuentpatry FVIII B nmo3i (25-
50 MO/kr) ineanbHO KoOXHi 48 rog, AKIIO TiIbKM O00CTABHHH He BHMAralTh iHIIOrO,
HANIPUKJIA/L, HeOOXiIHICTHh BI3UTY 10 HEeHTPY remMoginii A5 npopiIakTHYHUX BBeAeHb. SIKII0
BHKOPHCTOBYETHCSI BBEeCHHSI TPH Pa3d HA TH/KIEHb, NMPAKTHKAa BBEJCHHS OlIbII BHCOKOI
703U Ha TpeTiil JeHb He peKoMeHAYyeThbcdA. JonaTkoBy 03y ciain po3riasaaTu Ajsl TOro, moo
rapasHTyBaTH, II0 MAaKCHMAJIbHUI IiHTepBaJ MiXK [03aMH He nepesumye 48 roauH.
(Pexomenoayis piens 2 B).

4. IloBuHHA 3acTOCOBYBATHCSl MiHiMaJbHA 1032 KOHIEHTpPaTy (akTopa, iKW 3amodirae
KpoBoTedi B nepioa Mixk iHdy3iasmu ¢axropa sropranns. llogenni in'exkuii MoxkyTh 3HaYHO
3MEHIINTH KUIBKICTb KOHLCHTPATY, MOTPiOHOro 1Jisi 3amo0iraHHsi KpoBOTeY i MiATPHMMKH
piBHA ¢akTopa > 1 MO/aJ1 i nOBUHHI OyTH PO3IJISIHYTI Yy 1y’Ke aKTUBHUX CTAPIIMX XJIOMMYUKIB
a0o Tam, e OyBalOTh KpOBOTe4i B mepiog mMik iHdy3isMu (akTopa 3ropTaHHsi B He TAKHX
yacTux npodiiakruannx pe:xkumax. (Pexomenoayis pisus 2 C).

5. IlpodinakTnyni 71031 MOBUHHI O0yTH iHAUBiAyaJi3oBaHi, 100 320e3MeYUTH MAKCHMAJIbHY
NIATPUMKY NEBHUX (PI3HYHMX HABAHTAKEHb, HANIPUKJIAJ, Y WIKOJII, HA YPOKax (i3KyJIbTYypH,
COPTUBHHUX TpeHyBaHHsX. IIpodinakTuka nmoBMHHA mpoBoOAWTHCA B ixeaji BpaHui, mood
ontumizyBatu piBHi FVIII. (Pisenv pexomenoayii C 2 — koncencycna oymka).

6. Y niteil i HOBOHApOIKEHHX 3 Ba’KKOK0 (popMoI0 reMoisnii, AKi MaJM cHOHTaHHI KPoOBOTeui
LHEHTPAJIbHOI HEPBOBOI CHCTEMH, HEOOXiIHO NMPOAOBXKYBATH AOBIrOTPHUBAJIY NPOPLIAKTHKY
nicJisi MOYATKOBOIO JiKyBaHHS 3 PUBOAY KpoBoTeyi. (Pisenv pexomenoayii 2 D - koncencycna
oymKa).

7. Po3MillleHHsI MPHUCTPOIO AJs JOCTYIY /10 BeHH NMOBMHHO PO3IVISAATHCSH, SIKIIO BEHO3HMIl
JAOCTYI Ta/a00 TOTPUMAHHA JiKYBaHHS BaxkKi. (Pexomenoayis piens 2 C).

8. IIpogitakTHYHA 1032 MOBHHHA OyTH OKpYyIVIeHA 10 HalOIMK40l 103U winoro ¢uiakona.
(Pigenv pexomenoayii 2 D).

MoHIiTOpHHT NPOPiTaKTUKH
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BukopucTaHHs OJHOTO PeXUMY MOHITOPHHTY NMPO(DITAKTHKN HEOCTaTHHO; KOMOIHAIS KIIHIYHUX,
1a00paTOPHUX Ta PAIOJIOTIYHUX METOIIB 3a0e3medye OUTbIn epeKTUBHUM MMAXI/I.

Kniniynuii monimopune

KniHiunuii MOHITOPUHT B TaHUH Yac € HAHOLIbII iHPOPMATUBHUM METO/IOM OLIHKU NPOQiIaKTHKH.
Bin Bkitouae perysspHe ¢izukaibHe 0OCTS)KEHHS MaIli€HTa 1 TOYHY OI[IHKY KPOBOTEY B IIEPi0J MIXK
iH}y3iaMu (akTopa 3ropTaHHs, OCTaHHI BKJIIOYAIOTHh KUIBKICTh KPOBOTEY KPOBOTEU B MEPIOA MIXK
iH}y3iaMu (akTOopa 3ropTaHHs, XapakTep 1 MPUYUHY KPOBOTEYi, KIJIBKICTh JIHIB, MPOMYIIEHUX Y
mkoiai abo Ha poboti 1 aHIB Oe3 perymaspHoi ¢i3nyHoi akTuBHOCTI. KpiM TOTO, BaKIMBO,
3alUCyBaTH KiJIBKICTh JIOJIATKOBOTO JIIKYBaHHS 3 TPUBOJIY KPOBOTEY KPOBOTEY B TEPIOJ Mik
iH}y3iamu pakTopa 3ropraHHs. OCKIIBKY MaLi€HTH HA MPO(ITAKTHII, K MPABUIIO, 3HAXOAATHCS HA
nporpamax JIiKyBaHHsS BJOMa, KOHTPOJb JOTPHUMAHHS PEXKHMY MPHIOMY, NPO(DITAKTHKH Ta
JOKYMEHTAIlli Ta JIIKyBaHHS KpPOBOTE€Y KpOBOTEY B Mepioa MK iHQY3isiMu ¢akTopa 3ropTaHHs
3aJICKUTH B1JI HAJICKHOT SIKOCT1 3aITMCIB JIIKyBaHHS, SIK1 30€piratoThCsl y MaiieHTa

Perynspna kiiHi4Ha OILIIHKA Tami€HTa, SKAH OTpUMYe TNPO]ITAKTUYHE JIIKYBaHHsS, MOBHHHA
BKIIIOYATH (i3UKaJbHE OOCTEIKEHHS, CHPSIMOBAHE HA BUSBJICHHS HE TUIBKH IPOrPECyBaHHS
remodimigyHOl apTpomarii, age W paHHE BUSBICHHS Ta KUIBKICHE BU3HAYCHHS 3aXBOPIOBAHHS
cyrno6iB. llkanu ¢i3ukanbHOro oOCTeXeHHs, po3pobsieHi B 1980-x pokax, 3apa3 € 3aHaaToO
HEUyTIMBUMH JUIS BHUSBIICHHS PaHHIX O3HAK 3aXBOPIOBAaHHS CYTJIO0IB y HiTEH, SKi OTpUMYyBaJIH
perynsapHy npodinakTuky, Tomy Moaudikauis Takux OaniB Oyma BBeneHa B CIIA 1 €spomi
(Manco-Johnson et al, 2004). Ouinku cyrio6iB npu reModisii Oyiu 3anpONOHOBaHI Mi>KHAPOIHOO
rpynoto ekcrepTiB (International Prophylaxis Study Group, IPSG), sika 00'eqHye amepukaHChKi Ta
eBpoIeiicbKi cuctemu 1 Mae Bucoky HapiinicTh (Hilliard et al., 2006). Bukopucranns 1i€i cucremu
B MEpPCHEKTUBI MOTpedye MiATBEp/KEHHs ii MOTEHI[ialy y BUSBICHHI MpobieM 3 cyriodamu y
TITEH, SIKi OTPUMYBAJIH IOBTOCTPOKOBY MPO(IIAKTHKY.

Jlabopamopnuii MmoHimopuHe

JlaGopaTopHa oLliHKa NpoQUIaKTUKK BKJIIOYae aHaii3 MiHiMaiabHMX piBHIB FVIII Ta BH3HayeHHs
nepiony HamiBpo3nany (akropa. bimbmn geranmbHi  JOCHITXKEHHS (apMaKOKIHETUKH Ba)KKO
OPOBOJUTH Yy JiTell yepe3 HEOOXIAHICTh YacTUX MNpoO KpOBI 3a CTAaHAAPTHUMH METOJaMH.
PesynbTatu 1abopaTopHOro MOHITOPUHTY MPOQIIAKTHKU CHiJl IHTEPHPETYBATH Pa3oM 3 JOKa3zaMu
KJIIHI4YHOT €()eKTUBHOCTI.

Minimanoni pieni. OCKIJIBKUA OJIHIEIO 3 OCHOBHMX IIeH MPOQIIAKTUKH € MEepeTBOPEHHS BaXKOI
remoinii B reModiniro moMipHOi BaxkkocTi (piBeHb ¢akropa > 1 MO/an), B Oaratbox IeHTpax
reModinii 3BHYAiHOIO NMPAKTHUKOIO € MOHITOPUHI JOCATHEHHS 1bOro. MOHITOPHHI HaiyacTiiie
3/11MCHIOETHCS UIIXOM BUMipIOBaHHs «MiHiManbHOro» piBHs FVIII uepes 48 abo 72 roaus micis
BBEJICHHSI OCTAaHHbBOI J03U KOHIIEHTpPATy 1 came Mepes HaCTYIHOI 03010, OCKIJIbKU BUMIPIOETHCS
HaitHwkuui piBeHb FVIII Mix nikyBaHHAM. Bi3uTu 3 MeToro orjisiny NMOBHMHHI IUTaHyBaTHCS 3
06aTbKaMu AUTUHHU TaKUM YMHOM, 1100 npodiakThKa MpoBoAMIacs 3a JIeHb JI0 Bi3UTY mauieHTa. Lle
JI03BOJIIE OTPUMATU PENPE3EHTATUBHUN HAWHMKYMUN pIBEHb, SIKUM Mae OyTH NPUNHATHI mepen
BBEJICHHSM BIJMOBIAHOI NpOQITaKTUYHOT J03U. 3a BIACYTHOCTI KpOBOTEYi, MiATPUMAHHS
HaiiHk4yoro piBHs > 1 MO/t He 3aBxau HeoOXinHO. UyTnuBHil CKpUHIHT 1HT10iTOpa HEOOX1AHO
posrasigatu, konu 48-roguHanii HaltHkuni piBerb FVIIL <1 MO/an.

Hocnioocenns nepiody nanisposnady. nocmjikenns Hanisposnaay FVIII MoxyTe 6yTH KOpUCHUMH
IIPU PO3IJISIL 1HIMBIIyalIbHOT A03H 1 4acTOTH Ipo¢iaakTUKU. YacTo Ha MPaKTHUIl BaXKKO OTPUMATH
TOYKM JAHUX JUI1 PO3pPaxyHKY CTaHAAPTHOTIO HAIIBpPO3MaJy, ajie y TMAalli€HTIB 3 HeIO0CTaTHIMU
JTAHUMH 0aiieCOBCHKUI Miaxia Moxe OyTH Otk mpuaatauM (Ahnstrom et al., 2004). CxopodeHwuit
nepios HamiBpo3mnaay notpedye mocimkenns inrioitopa (Lee et al., 2001; Shapiro et al, 2005; van
Dijk et al, 2005a; Bjorkman & Berntorp, 2001).

Paoionoeiunuii monimopune
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OcHOBHa KOPHUCTh UIMPOKOTO PpadioiOriyHOrO0 MOHITOPUHTY, HMOBIpHO, Oyae NOJsIraTH B
MIPOBEICHHI MEPCIEKTUBHUX JOCIIKEHb. Pamionoriuyni 1oCIiPKeHHs] KOPUCHI MPHU OLIHII cyrio0a
B IICBHUX KJIIHIYHUX CUTYallisfX, TAKUX, K HASIBHICTH I[IIbOBUX CYTJI00iB 200 XpOHIYHOTO CHHOBITY.

Pexomenoauii

1. TloennanHs KJIIHIYHOTO Ta J1a0OPATOPHOI0 MOHITOPUHIY HeOOXiAHO Yy aiTedi Ha
npodinakruui. (Pexomenoayis pisns 2 C).

2. CraHaapTu30BaHi ONIIHKM KJIHIYHOTO 00CTeXKeHHs1 TOBHHHI OyTH BKJ/IIO4YeHI B
NMepPCNeKTHBHI OWIHKM cTaHy manieHTa Ha mpodinakTuui, Hanpukiaan, Haemophilia Joint
Health Score score (Ouinka cmany cyenooie npu zemoghinii). (Pieenv pexomenoayii 2 C).

3. lorpumanHs npopiiakTHKH i emizogn KpoBoTed HeoOXiaHO peecTpyBaTH. (Pexomenmaris
piBas 2 C).

4. Haiinuzk4i piBHi (pakTOpa NOBMHHI 0yTH BUMipsiHA MiJ Yac PYyTHHHHUX Bi3UTIB 10 KJIiHIKH.
3a BiACYTHOCTI KpOBOTeYi MiATPUMAHHSA HAHMAKYOr0 piBHA >1 MO/1J1 He 3aBKAM HEOOXiTHO.
(Pexomenoayis pisna 2 C). JlocaigaeHHs nepiogy HamiBpo3najay MOKYTh OyTH KOPHCHI, SIKIIO
HaliHukumii piBens FVIII 3anumaerses <1 MO/na 3a BincyrHocri inriéiTopa ans Toro, mod
JOTIOMOITH BU3HAYMTH HAHOUILII mixxoasmuii npopiIaKTHYHMI pekuM, AKIIO0 KPoBoTeya
He KOHTPOJKWEThCs. (Pexomenoayis piens 2 C).

5. ChoeniaJbHHX BHMOI /[0 PagioJIOriYHOr0 KOHTPOJIIO CYIJI00iB HeMae€, SIKIIO0 HeMae
KOHKPETHHX KJIHIYHMX MoKa3aHb. (Pexomenoayis piens 2 D).

Benennsi kpoBoTeu B nepioa Mixk iHQy3ismu paxkropa 3ropranns npu remModuiii y nauieHris,
SIKi OTPUMYIOTH PeryJisipHy NpoQiIakTuKy

IcHyrOTH 3HAYHI BIIMIHHOCTI B BUKOpHCTOBYBaHUX 103ax FVIII 3 mpuBomy KpoBOTEY B MEPioa Mix
iH(py3iaMu (hakTOpa 3ropTaHHs y MAIEHTIB, SKi 3HaXoAAThcs Ha mpodimaktuui (Gringeri, 1999;
Feldman et al, 2006, Manco-Johnson et al, 2007; Gringeri et al, 2009). EdexTiBHiCTh IUX CXEM
JIKyBaHHS KPOBOTEY B MepioJ] Mk iHY31siMU (pakTopa 3ropTaHHs HEBiJoMa. AJIEKBAaTHE JTIKyBaHHS
TSl 3a0€31eUeHHs] TTOBHOTO MPUITMHEHHSI KPOBOTEY1 1 MOBEPHEHHS HOPMalbHOI (YHKIIIT cyriioda
Ma€e BaXXJIMBE 3HAUCHHS.

Pexomenoauii

1. KpoBoreui B nepioa mizk ingy3isimu (axropa 3ropraHHs OBMHHI JiKyBaTHCs BillOBiZHO
0 JIoKaJi3amuii i TAKKOCTI 10 NOBHOr0 NpUNUHeHHs. (Pexomenoayis pisna 2 C).

2. lIpo¢inakTu4Hi cXeMHU MOBUHHI MeperiasaaTucsa BiqnoBigHum ynHoMm. (Pexomennaitis piBHs

2C).
JlomamHe JiKyBaHHs Ta npodijJakTuKa

JloTprMaHHS BCTAaHOBJIEHOTO PEXHUMY NPOQIIAKTUKA HEOOXITHO JJIi OTPUMAHHS MOBHOI KOPHCTI
npodinaktuku (Hacker et al, 2001). Binpma gactuHa mpodilak THYHUX 3aX0/IiB Y AiTel HEBUAMMA,
OCKIUIBKM BOHHM 3[IHCHIOIOTBCS OaThKaMH, a MOTIM JUTHHOIO, KOJM BOHA HAaBYMTHCS CAMOCTIHHO
BBOAMTH 3aci0. YcmimHa npo@iJakTHKa BKIIIOYAE KTbKa KITFOYOBUX KOMITOHEHTIB:

* Meronu BEHO3HOTO 1OCTYIY

* 3a0e3neueHHs TOCTYITHOTO NMOCTayaHHs KOHLEHTpaTy (hakTopa 3ropTaHHS KpOBI Ta OJTHOPA30BUX
IHCTPYMEHTIB

* OO013HaHICTh I0JI0 HAJIEKHOTO 30epiraHHs Ta 0e3MevHol yTuiIi3alii BUKOPUCTaHUX MPEIMETIB

* 30ip neTanbHUX TaHUX

* UyiHICTb A0 TUTUHU 3 TICUXOJIOTTYHUM 1 eMOILIIHUM JUCTPECOM

* OOi3HaHICTh MO0 CUMNTOMIB CHEUU(IYHUX CIIOHTAHHUX 1 TpPaBMaTHYHUX KpPOBOTEY Ta
HEOOXITHICTD iX JIIKyBaHHS

* O613HAHICTb TOTO, SIK 1 KOJIM 3BEPHYTHCS 32 KOHCYJIBTALIIEO 10 CIEeIianicTa 3 reMoQiii.

[ToTpebu okpeMux ciMel BiAPI3HAIOTHCS B 3AJICKHOCTI B/l BIKY TOYATKy MPOMUIAKTHKH, XapaKTEPy
0COOMCTOCTI 1 CiMEHHUX CTOCYHKIB. J[OCSTHEHHS KOMIIETEHTHOCTI 1 BIIEBHEHOCTI OaThbKaMu 1
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JITHIMU TAIieHTaMH TOTpedye (OopMaTbHOTO HAaBYaHHA, HArJIAAY 1 MOTOYHOI MIATPUMKH CiMen
(Vidler, 1999). MynpTuancCHUIUTIHAPHA KOMaHa, SKa JIGKUTh B OCHOBI YCITIIIHOTO JIIKYBaHHS
HAIE€HTIB 3 TEMOQIi€I0, Mae BAXJIMBE 3HAYCHHS B 3a0€3MEUEHH] HABYAHHA 1 MIATPUMKH OaTHKiB.
HaBuanHst 3 mpo(igakTHKH 1 3aJlydeHHsI 1O JIIKYBaHHS Ma€ IMOYMHATHUCS 3 TEPIIOTr0 BBEICHHS
JIKyBaHHS, SIKIIO MOXIHBO, 000€ OaThbKiB NMOBHMHHI OyTH 3alydeHi J0 HAaBYaHHS 3 BEHO3HOTO
noctymy i BBeAaeHnns npenapaty (Herrick et al, 2004).

Pinko Tpammstoreess (akTopW, SKi BIUIMBAIOTh Ha 3/aTHICTh CiMed e(EKTUBHO BBOIHUTHU
npodinakTuyHi 3aco0u. J[o HUX HajeXaTh TPUBOTA 1 TUCTPEC Y TUTHHHU, Y KO BHYTPIIITHLOBEHHUN
JOCTYIl HEMOXJIMBUHM, HETOTPHUMAHHS BUKIMKAHO CKJIAJHOIO JMHAMIKOIO CiM'T Ta oOCTaBUHAMH.
[TpodinakTruka 6araTo poOUTH IS MOJIIIIIEHHS IKOCTI *KHUTTs Jitoquau 3 remodimiero (Fischer et al,
2002c), anme HE BMIIKOBYE pO3JIaj, BOHA JA€ MOXJIMBICTH YYacTi B 0araTboX CHOPTUBHHUX 1
pO3BaKAILHUX 3ax0jaxX, sAKi panime BBaxanucs Hebesneunumu (Ross et al, 2009; Fromme et al,
2007). IToTiM CTBOPIOETHCA aUIIeMa 111010 HAWOUIBII HAJIEKHOTO PIBHS Y4acTi B TAKUX CIIOPTUBHHUX
3ax0Jax 1 CIOPTUBHUX 3ax0JaX, 5Ki, SK BBAXKAEThCS, HECYThb HU3BKHI pPIBEHb HEOE3MCKH
orpumanns TpaBMu (Seuser et al, 2007). PerenpHuii po3risin i 0OrOBOPEHHS HEOOXITHI MiX
NpaliBHUKaMU OXOPOHH 3/I0POB'Sl Ta CIM'SIMH, SIKIIIO CIIOPTHBHI 3aXOJIU B PE3yJIbTaTi MOTPEeOyOTh
3acTocyBaHHA (hakTopa 3rOpTaHHS TIOHAI 03y, HEOOXigHYy JJIsi PYTUHHOI MNPOQITAKTHUKH.
3actocyBaHHsS OUTBII HU3BKUX 103 IIOAHS JUIA MPOQIIAKTHKH MOXXE YaCTKOBO BHPIIIMTH IO
npobiiemy.

Pexomenoauiv

1. PanHs ocBiTa i HABYaHHSA 3 NPOPLIAKTHKY € BaKJIMBUM KOMIIOHEHTOM BeJeHHs remModiii
y MaJj10oi JMTHHH Ta ii cim'l, i kpaie 3a Bce 3a0e3Me4y€ThCsl B paMKaX MYJIbTHAUCHUILIIHAPHOI
KoMauau 3 remodisii. (Pexomenoayin piens 2 C).

2. Yyactp 000X 0aTbKiB B IbOMY Hpoleci MOBHHHA 320X0YyBATHCH, e ILie MOMKJIHBO.
(Pexomenoayis piens 2 D).

3. TpuBaui i peryJsipHi KOHTaKTH 3 POJAMHOIO 3 PeryJsipHUM OIVISI/IOM NPOQiIaKTHKN MaIOTh
HAWBAXK/IUBilIe 3HAYCHHSA JIs1 PAHHBOI0 PO3Mi3HABAHHSA NPOo0JeM 3 MporpaMaMu AOMAIIHbOI
npodinakTuku. (Pexomenoayis piens 2 D).

4. HeoOxigne y3rogxeHHs 3 GismanumMu ocodamMu Ta 3 ix ciM’siMu o0 Qi3MYHOI KYyJIbTYPH i
crnopry. 3MaraHHsi 3 KOHTAKTHMX BM/IB CHOPTY, 0CO0JIMBO y mauieHTiB Bikom crapme 10
POKiB, 30i1bIIMTH PHU3MK IeMapTpo3y i aprpomnarii; CHOPTY 3 BHCOKHM PH3MKOM TPaBMH
TOJIOBH CJIi/l YHUKATH B Oy/Ib-IKOMY Billi. AJIbTEpPHATHUBHY AKTHBHICTb, TAKY SIK BUIM CIIOPTY
3 PAKETKOI0, JIETKY aTJIeTHKY YH IJIABAHHSA CJIiJ 320X04YyBaTH, 10 MOJICTIIy€ MOBHY Y4aCcThb y
IIKIIBHUX 3aX0aX 3 POBECHHMKAMH i CIPHS€ PO3BUTKY OIOPHO-PYXOBOIO amapary Ta
TapHOMY 3arajbHOMY 310pOB'I0. (Pexomenoayis piens 2 D — KoHCceHCYCHA OYMKaA).

IIpodinakTuka y 1opocaux nanieHTiB

[TpodinakTuka crTae Bce OUIBLI MOMIUPEHOIO y Jopociux. [lamieHTH MOXYTh MpPOAOBKYBAaTH
PYTUHHY MNpO(INAKTUKY MICHs MiIIITKOBOTO BiKY, MOXYTh BHKOPHUCTOBYBATH IE€pPEpUBYACTY
npodiIaKTUKY 3 YpaxyBaHHSM CIOPTUBHOI aKTUBHOCTI 1 MOTEHIITHUX TpaBMAaTUYHMX €Mi30/iB, 200
MO’KYTh TIOYaTH BTOPUHHY MPOPUIAKTUKY Yy OUIBII MI3HHOMY JKUTTI KOPOTKOTPUBAIMMU IE€pioJaMu
a0o0 BMIPOJIOBK TPUBAJIOTO Yacy.

Beoenmns monooux oopocnux, sxi oyau Ha npoghinakmuyi 6 OUMuHCmai

binpuricts mrogeit 3 Baxkow ¢opmoro remodinii y BenmkoOputanii, ki JOCSATal0Th MOBHOMITTS,
NOBHMHHI OTPUMYBAaTH NpPOQUIAKTUYHE JIIKYBaHHS 3 IUTHHCTBA. [IpodinakTuyHi cCXeMH HMOBHHHI
PO3IMOYMHATHCS B PI3HOMY Billl 1 3 PI3HOI IHTEHCHBHICTIO, IO MPU3BOJUTH J0 PI3HOI KUIBKOCTI
KpPOBOTEY B JAUTUHCTBI 1, SIK HACNIJOK, JESAKI MAI[IEHTH 3 JOCATHEHHSIM 3piJIoro BiKy OyayTh MaTu
Maiyke HOpMajbHI Cyrjaobw, a iHmi OyayTe Matu apTpomnatito. Jlopocm yacTto MeHI (i3UdHO
aKTHBHI, HIX JIITH, 1, OT)KE, MEHIII CXWJIbHI JI0 TOCTTPaBMAaTHYHUX KPOBOTEY. MOMXIIMBO TAKOXK, IO
HOpPMaJIbHI CYTJIOOM Yy JOpOCJIOT0 MOXYTh OyTH MEHII Bpa3JIMBAMU JO KPOBOTEY Uepes3
apTpomartiro, HDK cyrnobu, mo posuBaioThcs (Roosendaal et al, 2000). Ilpore, icHyBaHHs
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apTponarii Mo)ke 30UIBIIMTH PHU3MK TeMapTpo3y Y JITHIX MamieHTiB. bymo mokazaHo, 110
npuban3Ho 30% Monoaux Jroel 3 BaXKO (opMor0 reModisiii MOXKYTh HPUIIMHUTH PETYISPHY
npodiIakTUKy, I MAIiEHTH MPOJOBXKYIOTh LIUTBOBY MPOQITAKTHKY 3 IMPHUBOAY IEBHUX BUJIB
aktuBHocTi (Fischer et al 2001; van Dijk et al 2005b; Richards et al, 2007).

CraHiapTHOIO TPAKTUKOIO € 3ay4eHHS KOHKPETHOTO JOpPOCIOro MAallieHTa y JUCKYCII0 00
MOTEHIIHHOT Mo U (iKaIlli TpodITAKTUKYA Ha TTOYATKY JOPOCIIOTO JKUTTS. 3HM)KCHHS IHTEHCHUBHOCTI
npo(iIaKTUKA Hece CYNMYTHI PH3UKH, SKIIO Mali€eHTH 3 OUTbII TOMIPHUMH KITIHIYHUMHU
dbeHoTUIaMHd HE MOXYTh OYyTH HamiiHO ineHTHdikoBaHi. ['emapTpo3, MmO BHHUKAE Yy IIpoleci
3HIDKEHHSA MPOQUIAKTUKHA, MOXE MPHU3BECTU A0 YPaKEHb CYIJI00iB, CTaH SIKUX MiATPHUMYBABCS 3
JUTUHCTBA 1 FOHOCTI 3aBJSIKM TOCHIAOBHIN mpodimakTuii. Y Aeskux ocid 3 OiLIbIl MOMIPHUM
¢denotunom moaudikamis npodiTaKTHKH Moke Oyt gouiibHOIO. IlepiogumuHa mnpodimakTHka
MOBHHHA 30€epiraTucs Mpy 3aHATTAX CIIOPTOM a0 1HIIUX MOJIIN 3 MOKIIUBICTIO OTPUMAHHS TPAaBMH.
PerenbHuil MOHITOPUHT BaXIJIMBUH, SKIIO 3MiHA MPO]ITAKTUKHA BBOAMTHCS; MOBHA MPOQITaKTHKA
MOBUHHA OyTW BIJHOBJICHA, SIKIIO OYBalOTh CIIOHTAHHI KPOBOTEYi, SIKI 3aBa)KalOTh HABYAHHIO YU
po6oti abo BUHUKA€E 3HAUHUI reMapTpo3, 0 HECEe PU3HK PO3BUTKY apTpPOTMATIi.

Bmopunna npoghinakmuxa y oopociux

BropunHa npodinaktuka Moxke OyTH KOPOTKOTPUBAIOK JUIs JIKYBaHHS IUILOBOTO cyrioba abo
JIOBTOCTPOKOBOK. € qyKe Majio OMyOIKOBaHWX JAHHWX 3 BTOPUHHOI MPOMUIAKTUKH Y JOPOCIUX
namieHTiB 3 reMo(inbHOO aprpomariero (Valentino, 2004). IlamieHTH 3 JaBHBOIO apTPOMATIED Ta
IHBANITHICTIO MOXXYTb OTPUMAaTH KOPHCTh Bifl NPO(DITAKTHYHOTO JKYBaHHS, SKIIO IOBTOPHI
eMi30/I1 KPOBOTEYl 3aBa)karOTh MOOUTBHOCTI abo poOoTi. TpuBanmii mepiog 6€3 KPOBOTEY MOXKE
HOJINIIUTH SKICTh JKUTTA, MOOUIBHICTH 1 MYCKYyJaTypy 3a JONOMOTO OUThII iHTEHCHBHOI
dizioreparnii (Loverin et al 2000). Crmouyarky BiZHOCHO BHCOKiI MPOGIIAKTHYHI JO03H MOXYTh
3HAJOOUTHCS /IS 3amo0iraHHst KpoOBOTeUi, aje MeHIe ado piamie BBEJCHHS KOHIEHTPATy MOXKE
OyTu JocTaTHIM, 100 3armobirTd reMapTpo3y micis nepioay cTiikoi npodinaktuku. [IpodinakTrka
B JJaHOMY KOHTEKCTI 3MEHILy€ KpOBOTEUYy, BEJE€ J0 MOJINIIEHHS PYXJMBOCTI, MOJETIIye Oulb,
MEHIIIe MPOMYCKiB Ha poOoTi i mosimmenus skocti xuttst (Miners et al, 1998; Tagliaferri et al,
2008; Fischer et al, 2005; Saba et al, 2000; Collins et al, 2008b). € Tinpku 0OMeXeHi AaHi 1010
TOro, IO MNpOQIIAKTUKA KPOBOTEY Y JOPOCIMX 3 BCTAHOBIIEHOIO AapTPOMNATIE€l0 3aTpUMYeE
MIPOTpeCyBaHHs 3aXBOPIOBAHHA CYIJIO0iB, sk OyJno mMoka3zaHo y aiTe. B ogHOMy 3 HOCHIIKEHb
MOKa3aHo, L0 TpHBaja MNpo(diaKkTHKa Yy L€l TpynH NAali€HTIB 3aTPUMYyE IPOrpecyBaHHS
3axBoproBanHs cyrino6iB (Fischer et al, 2005). HeoOxigHo Oijbliie JaHUX IS BUBYCHHS BILTHBY
BTOPUHHOT NMPOQIAaKTUKU Ha MPOrpecyBaHHS reMo(]iIbHOI apTpomnartii, pyxJIMBICTh, Oilb, pOOOTY,
AKICTb JKUTTS Ta EKOHOMIUHY €(DEKTUBHICTb.

Ipoghinaxmuuni cxemu i Kopexyii 003 y 00pociux nayienmis

CranaapTHi cxeMd MPOQUIAKTUKM Y AiTell MOXYTh HE MIIAXOJUTH Ul JOPOCIMX MAalli€HTIB, Xoua
NMOpIBHSIBPHUX faHuX 1ie Hemae. [licns BBemenns FVIIL mopocni mamieHTH 3 Baxkow (HOpMOIO
remodinii MarOTh MMPOKI 3MIHM B (papMaKOKiHETHIN 3 HepioJloM HamiBpo3many Bif 8 mo 23 rox
(Bjorkman, 2003; Morfini, 2003). HoBmuii nepioa HaniBposnaay FVIII y nopociux, nmopiBHAHO 3
TITBMU, IPU3BOJUTH 10 3HMKEHHS 3araibHOi THKHEBOI motpedbu y FVIII nns mocsrHeHHs qaHOTO
piBHs. g nocaraenHs 3a3HaueHoro piBHs FVIII y manienTa, Oyne notpedyBatucs pizHa KUIbKICTh
KOHIIEHTpaTy. biib yacTi iHQY31i NPU3BOIATH 10 3MEHILIEHHS TOTPe0 y KOHIEHTpaTi (hakropa s
niarpumky mineoBoro piBas FVIIIL (Carlsson et al, 1997; Bjorkman, 2003). HasiBHiCTh AaHUX TIPO
(apMaKOKiHETUKY 1HAMBITYalbHOTO MAalli€HTa, HMOBIPHO, MOJIMIIMNTE €KOHOMIYHY €()EeKTHBHICThH
npodiTakTHYHUX 103. Jlopocii MmaiieHTH 3a3BUYail Kpaile MepeHoCATh MOCTiHHI 1H'€KIIT 1 aHATI3U
(bapMaKOKiHETUKH, HIK JITH, 1 B 3M031 0OrOBOPIOBATH 1HUBIAyalIbHI MPO(IIAKTHUHI CXEMH.
[TpodinakTUyHi CXeMH y JTOPOCIUX MOBUHHI OyTH 1HIUBIAYyani30BaHUMH 10 (DEHOTHUIY KPOBOTEY 1
dapmakokineTuku. Yacrora iH(Y3ii MOke 3MiHIOBATHCS KOXHI 3-4 JHI y JIOACH 3 TpUBAIUM
nepioIoM HariBposmany ¢hakTopa B J0JaTKOBHI IeHh a00 HU3bKI JO3H IIOAHS Y JIOJIEH 3 KOPOTKUM
nepionom HamiBpo3nany ¢axtopa. [Jo3u FVIIL, sxi mpu3HayaroTh BIAMNOBIAHO A0 iI€albHOI Macu
TiJIa 1 3pOCTY MOXKYTh OyTH OUITBII BiMTOBITHUMHM, HI’K BiJIITOBITHO 10 (DaKTUYHOI Bary.
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Pexomenoauii
1. IligmiTtkiB i mopocaux mnamieHTiB 3 Bakkow ¢opmow remodiaii ciaig 3aoxouyBaTu
NPOAOBKYBATH peryJsipHy Npo(pilakTHKY 10 AocsrHeHHsi ¢izmuHol 3pijocTi. (Pexomenoayis
piens 2 B).
2. Y nesikmux oci0 3i 3HayHO JgermuM ¢eHoTHnOM azanrtanis GpopmanbHoi npodinakTukm 10
0iJIbII HIIBOBOI MOJIITUKU MOKe OyTH PO3IVIAHYTA, ajle B TAKHUX BHUNAJKAX NMOBUHHI OyTH
Y3I0/I’KeHi IIJIaH MOHITOPHMHIY Ta NpPOBe/leHHs NpodinakTuKu y pasi norpedu. (Pexomenoayis
piens 2 C).
3. SIKmo BHHMKA€ 3HAYHUN reMapTpPo3 Mic/as NPUIMHEHHSA NPOPLIAKTHKH, NPOdiIaKTUKY
CJil BiIHOBUTH, 100 3amO0IirTH YIIKOIKEHHIO CYIJIOOIB I miATpUMMATH SKICTH JKUTTS.
IIpodinakTuKky HeoOXiAHO BiIHOBMTH, SIKIIO KPOBOTEYa IEPELIKONAXKAE HABYAHHIO a0o
poboTi. (Pexomenoayis pieusn 2 C).
4. Jlo3y i uyacrory iHdy3iii HeoOXiIiHO ckoperyBaTM Ha OCHOBi ¢(eHOTHIy KpoBOTedi i
inauBinyaabHoi  ¢gapmakokiHeruku. MiHiMasibHA 1032 KOHIEHTPATy  INOBHHHA
3aCTOCOBYBATHCH /JIsl 3aN00iraHHsl reMapTpo3y He3asle;KHO Bil MiHiMaJabHUX piBHIB. (Pisenv
pexomenoayii 2 C).
5. HociaigxenHss (papMakoKiHETMKHM MOXYTh JONOMOITH KOPeKUili 103M i mNiIBUIIIEHHIO
eKOHOMiYHOI edekTHBHOCTI. SIK MiHiMyMm, MiHiMaJbHI piBHi NMOBHHHI NepeBipsiTHCH, aje
O0inbIn JeTajJbHYy iH(OpMalil0o MOKHA OTPUMAaHHUH Bil JOC/iIXkeHb INepioAy HamiBpo3maxy
npotsirom 48-72 roa. (Pisenv pexomenoayii 2 C).
6. Y nauieHTiB Ha 10BrocTpoOKOBiii NpopiIaKkTHIi HEOOXiIHO KPUTHUYHO NepersiiaTu cXeMHu,
fIK MiHIMYM KOKHi 6 MmicsiuiB. SIkmo Hemae kpoBoTeu B mepioag Mixk iHdy3ismu dakTopa
3rOpPTaHHS, JOPEeYHO CNIPOOYBATH 3HUKEHHS 103U 0CO0JMBO, AKIIO MiHiMaJIbHMII piBeHb >
1 MO/na. (Pisenv pexomenoayii 2 D).
7. KoporkoTrpusaja a00 10BroTpuBaja BTOPUHHA NPO(QiTaKTHKA NOBUHHA PO3IJSIAATHCH Y
NAL€HTIB 3 MOLIMPEHOK APTPONATIE, SKIIO PEeUWIUBYIOYI KPOBOTeYi 3HAYHO 3aBAKAKOTH
poboTi a60 MobiibHOCTI. (Pigens pexomenoayii 2 C).
8. JloBrorpmBaja BTOPHHHA MNPOPUIAKTHKA IOKA3aHA MicJAs BHYTPIIHbOYEPENHOI0
KPOBOBMJIMBY, SIKII0O He MOTPe0ye€TbCSl KOPEeKUisi OCHOBHOI NPUYUHOI NPUYMHH
(Pexomenoayis piensa 2 C-koHceHcycHa 0ymKa).
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3. MIUTAHHSA CIIEHIAJIBHOTI'O JIIKYBAHHS

3.1 Hocii

1. l'emodimis 3 X-XpOMOCOMHHUM PO3JIaJIOM 3a3BUYail Bpajkae YOJIOBIKIB, a )KIHKH € HOCISIMU TeHY.
2. be33anepeyHMHU HOCISIMH €:

* JIOHBKH TAIIEHTIB 3 TeMOQITIEI0

= MaTepi OJJHOTO CHHA 3 TeMO(]LTi€r0 Ta Ti, y KOTO € X04a O 0MH 4JeH ciM'T 3 reModisiero

* MaTepi 1BOX ab0 OiIbIe CHHIB 3 TeMOdiTiEr0

3. OuikyBaHwmii cepeaHiii piBeHb (hakTopa 3ropTaHHs y HOCIiB remodinii cranoButh 50% Big piBHS B
3mopoBiit momyssii [1,2].

4. BinbmiicTs HOCITB 0€3CUMITTOMHI.

5. Hocii 3 piBHeM daktopa 3roptanns 40-60% Big HOpMH MOKYTh MaTH HiABUILEHY TEHACHLIO 10
KpoBoredi [3].

6. Jlesxi HOCIi MOXXYTh MaTH pPiBHI (akTopa 3rOpTaHHS B Aianma3oHi reModinii B OCHOBHOMY B
KaTeropii JIErKoi, aje B PiIKICHUX BUMAJIKaX HOCIi MOXKYyTh OyTH B Jiama3oHi moMipHOi abo TSHKKOT
reMo(iii yepe3 HaA3BHUAKHY JTalioHiI3alito (quB. TabmuIo 1-1).

7. Hocii 3 piBHsIME (haKkTOpa 3rOpTaHHS B Jiama3oHi TeModisii MOXKYTh MaTH CUMITOMH 3 IIPOSIBAMHU
KpOBOTEY1 BIAMOBIIHO /10 1X CTymeHs AeiuTy hakTopa 3ropTaHHs KPOBi, OCOOIMBO MIPH TPaBMI Ta
omeparii [3].

8. MeHoparis 1 KpoBOTeUl Micas MEAUYHOTO BTPYYaHHS € HAaHOUIbII MOIIUPEHUMH MTPOSIBAMHU CEPEJL
HOCITB 31 3HAYHO 3HWKCHUM piBHEM (akropa 3ropranus [3].

9. Hocii 3 HU3bKkUM piBHEeM (haKTopa 3rOpTaHHSA IMOBMHHI KiIacH(piKyBaTHCS SIK TakKi, XTO Mae
reMoQiTiI0 BiMOBIIHOT TSHKKOCTI 1 OTPUMYBATH BiAMOBIAHE JIKYBaHHS.

10. IIpoTtu3amnigai TabiaeTku 1 aHTU(DIOPIHOMITHYHI 3acO0M KOPHCHI JUIsl KOHTPOJIO CHUMIITOMIB
MEHOparii.

11. PiBui FVIII 3nauno 361nbL1yt0THCS NiA yac BaritHocTi. PiBHi FIX, npore, 3a3BU4aii cyTTe€BO He
3MIHIOIOTHCSA [4].

12. V poaudok (MaTH, CeCTpH i JOYKH) 0codu 3 reModiniero HeoOXiAHO HeTaltHO MepeBIPUTH PiBEHB
dakTopa 3ropTaHHs, 0COOIUBO Tiepen Oy/b-IKOK 1HBa3WBHOIO MPOIEAYPOI0, ToJIoTaMu abo mpu
Oynb-skux cumnromax. (Pisens 3) [3,5]

3.2 I'eHeTHYHi TeCTH/KOHCYJIbTANIi TA MPEHATAIbHA AiarHOCTHKA

1. le Mo:k/1MBO, NPONOHYETHCHA NMPOBEAeHHA T'eHETHYHHUX TECTIiB Ha CTATyC PU3HMKY HOCis y
wieHiB ciM'l Jogeid 3 remodisiero KiHOYOI cTaTi JIA  MOJErHIEHHA TeHEeTHYHOro
KOHCYJIbTYBaHHS, a TAKOXK, 3a 0askaHHAM ciM'i, TpoBeJeHHS] NMPEHATAJBbHOI JAiarHOCTHKH.
(PiBenn 4) [6]

2. JHK-anani3 myrtamiii ans BU3HauY€HHS KOHKPETHOI MyTallii, BIINOBIAAJIBHOI 3a reModuiiio B
KOHKpPETHiH ciM'T cTae TEXHIYHO MPOCTIIMM 1 O1JIbII 3HaYHO nolupeHuM. Lle nmoserurye BUsSBIEHHS
HOCI{B 1 MpeHaTaJIbHy J1arHOCTUKY IOy YOJIOBIYO CTaTI.

3. 'eHeTnyHe KOHCYJIBTYBAHHS € KIIFOUOBUM, MO0 JAOMOMOITH JIIOASAM 3 TeMOQITIEr0, HOCISIM 1 1X
ciM'siM 3poOuTH OUTBII YCBIAOMIICHHM BHOIp.

4. IlpenaTtanpHa IiarHOCTUKA 3a3BHYAll MPOMOHYETHCS MPHU PO3TIISAlI MUTAHHS 1100 NEepepUBAHHS
BariTHOCTI, SIKIIO BUSIBJICHO ypakeHHs Iuiony. IIpote, il MokHa pOBECTH 3 TUM, 11100 JOTIOMOTTH
POJMHI TOTYBAaTH 1 IUIAHYBAaTH MOJIOTH. J[ormomora mpH mojiorax crpusie YHUKHEHHIO YpaKeHHS
TI0Y.

5. Cratp miongy mMoxe OyTu BH3HauyeHa 3 BHkopucTaHHsIM [IJIP Y-xpomocoMu y MaTepuHCBKii
ra3mi/cupoBartiii micns 7-9 TwkHIB BaritHocTi [7,8] abo 3a momomororo Y3J[ 3 11 TroKHS
BariTHOCTI [9].

6. Bioncis xopiona (CVS) € 0CHOBHMM MeTOI0M NPEHATAJbHOI AIarHOCTUKH i Kpale 3a Bce il
pooutn Ha 9-14 TwkHi BaritHocti. IIpoBeneHHsi Oiomcii panime moxe acouiroBaTucs 3i
30LIbIIEHHSAM YCKJIaTHEHb, BKJIIOYAIYH aHOMAJiI PO3BUTKY KiHIiBoK mioaa. (Pisensn 1) [10-
13]

7. AMHIiOlLIeHTe3 MOKHA 3po0OuTH Ha 15-17 TrxkHi BariTHOCTI [11].
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8. BaxxuBO 3HATH 1 JOTPUMYBATHCS BIAOBIIHUX 3aKOHIB, PETYIIOIOUNX TaKi MPOLEIypH B KpaiHi,
JIe HaJTA€ThCS 111 MOCITyTa.
9. V HociiB 3 HM3bKUMH piBHAMH ¢akTopiB (<50 MO/man) remocraTHuHa MIiATPUMKA, MOXKE
3HQIOOMTHUCS 11 3a1100iraHHs KpOBOTEY1 y MaTepi Iij] 4ac MpoIeaypH MPEeHATAIBLHOI J1arHOCTUKH.
10. Bci imBa3mBHI MeTOaM, BMKOPHCTOBYBAaHi /sl NPEHATAJBHOI JiarHOCTHKH MOXKYThb
NPU3BOAUTH 10 KPOBOBHJIMBIB y Marepi i mioay. AHTH-D iMyHOr/100yJ1iH ¢JIii MPpU3HAYATH,
SIKIO MaTH pe3yc HeraTuBHA. (PiBens 3) [14]
11. IlepenimmanTaliiiHa reHeTUYHA JIarHOCTHKHU JI03BOJIsiE BUOpaTH eMOpPIoH I IMIUIaHTAIll B
Matky 6e3 crerudiunoi myramii [15].

3.3 ITosoru aiteii 3 BitoMo10 a60 mi103poBaHoI0 reModiticio

1. PiBui FVIII 3a3Buuaii migHiMawTbesl 10 HOPMAJBLHUX NMOKA3ZHHUKIB MPOTSTrOM JAPYroro i
TPeTHOro0 TPUMECTPIB i TOMYy NOBMHHI BUMIPIOBATHCSl Y HOCIIB I Yac TPeTHOIr0 TPUMECTPY
BAriTHOCTI JJIsi OOTPYHTYBAaHHS PillleHb WIOJ0 3aCTOCYBAHHA (paAKTOpa 3rOpPTAHHSA Mix 4ac
noioris. (PiBens 3) [4]

2. Y HociiB 3 icToTHO HU3bKUMU piBHAMH (<50 MO/11) dpakTopa 3ropraHHs 3aMiCHA Tepamis
HeoOXiHa 1J1s XipypriyHuX a60 iHBa3MBHUX Npoleayp, BKiI0Yaw4u nojuoru. (Pisens 3) [4]

3. HeoOxiaHicTh (hakTOpa 3ropTaHHs MOBHUHHA OYTH 3allJJaHOBaHA B MIPEHATAJIbHUM MEPioI.

4. ITonoru y HOCIiB 3 HOPMaJIBHUM IUIOJIOM NOBHUHHI OyTH 3I1MCHEHI BIAMOBIIHO 0 aKyIIEPCHKUX
MOKa3aHb.

5. llosioru aiteii 3 BitoMor0 a60 NMi03pOBaHOI0 reMo(inio NOBMHHI OyTH HeTPAaBMATHYHUMHU,
HE3QJIE’KHO BiI TOro, 4YM ue BariHaJbHHH cnocid, yMm KecapiB, 100 3MEHIIMTH PHU3UK
kpoBoteui. (PiBens 3) [4]

6. [Ipu BariHadbHUX MOJIOTAX CIiJ YHUKATH LIUMIIB 1 BaKyyM-eKCTPaKIIil, a TaKOX 1HBa3WBHUX
poLeAyp y IJIoJa, TAaKUX SK 3a0ip KPOBi y IJIOJA 3 TOJIOBH Ta BHYTPINIHIX €JICKTPOIIB B TOJIOBI
monaa [16].

3.4 llenjenns

1. OcoOu 3 mopyuIeHHAM 3ropTaHHA KPOBi NOBUHHI 0yTH BAKIMHOBAHI, ajie 0a:KaHO BBOJAUTH
BAKLIMHY MIAIKIPHO, 2 He BHYTPIlIHHOM'5130B0 200 BHYTPIIIHbOMIKIPHO, K10 MPOLEAYPA He
niaTpumMyeThes indysie koHeHTpaTiB pakTopa 3ropTaHHs KpoBi. (PiBens 4) [17]

2. SIk1uo HeoOXiJHO 3pOOUTH BHYTPILIHBOM'SI30BY 1H'€KIIiIO:

= [le naiikpamie pobutu He3abapoM MiCis 03U 3aMICHOI Teparnii (hakTopa 3ropTaHHS.

= [lepen iH'ekuiero Ha Micli iH'€KIIT TPOTAroM M'STH XBWJIMH MO)XKe OyTH 3aCTOCOBaHHMI HakeT 3
JTBOJIOM.

» [ToBMHHI BUKOPHUCTOBYBATHUCS HAHMEHIIIOTO PO3MIipy TOJIKH (K IpaBuio, 25-27).

= Ha wmici 10’ ex1ii HeoOX11HO 3a0€3MeYnTH MOMIPHUM THUCK IPOTATOM LIOHAaWMEHIIE M'SITH XBUIIUH
[18].

3. BakuuHu XMBOTO Bipycy (HampHKiIaJl, MepopalbHOi BaKLIMHU MPOTH MOJIOMIENITY; Kip, CBUHKA,
KpacHyxa) MOKYTb OyTH NMpOTUIIOKa3aHi y naiieHTiB 3 BUUI-indexuiero.

4. Jlronam 3 remodimieto, ki matote BIJL, ciig BBeCTM NMHEBMOKOKOBY BakIMHY Ta ILIOPIYHY
BaKLWHU MIPOTH TPHUITY.

5. ImyHizauia nporu renatuty A i B mae BaxkimBe 3HaUeHHs y BCiX Jioaei 3 remodiiiero. Lli
IICNJVICHHS MOXYTh He OyTH HACTiIbKkM k& edekTMBHMMH Yy nauieHTiB 3 BlLJ/I-indexuicro.
(PiBens 4) [19,20]

3.5 IIcuxoconiajbHi MUTAHHSA

1. IMamienTn Ta iX ciM'T MOBHHHI 3a0€3MeYyBATUCS TICHUXOJIOTIYHOIO Ta COI[ANBHOI MiATPUMKOIO
[21,22].

2. 'emodiniga Takox € (piHAHCOBUM TATApeM, SIKHUH OOMEXye NesiKi aCleKTH HOPMAaJIbHOTO KHUTTS
[23].

3. ComjayibHU# TpaliBHUK Ta/a00 1HII WIEHHM KOMAHIM KOMILICKCHOI MEIMYHOI JTOTIOMOTH
ITOBHHEH:
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* HaJlaTy K HaWOUIbIIe 3p03yMLIOl [UIs MarieHTa/0aTbkiB iHpopMaii 3 Gi3NYHUX, ICUXOJIOTIYHUX,
EMOIIIHHUX 1 EKOHOMIYHHUX aCIIEKTIB reMOoQiIii;

* OyTH BIJKPUTUMHU 1 YECHUMH 3 YCiX aCIEKTiB JOTIOMOTH;

* JI03BOJIMTH TIAIlIEHTYy/0aThKaM MpallOBaTH dYepe3 CBOI emomii 1 3amutaHHsa. Tepruisye
3a0e3medyBaTy JOIOMOTY Ta MiATPUMKY;

* [IOTOBOPUTH 3 XBOPUMHU JITbMH, a HE TUIBKHU 3 iX OaThkamu. J{iTH 4acTO MOXKYTh 3pO3yMITH Oarato
YOro Mpo CBOKO XBOPOOY 1 MOKYTh MPAIFOBATH PAa30M 3 JIIKapeM, SKIO MPaBUIBHO MOiH()OpMOBaHi
1 HaBYEHI;

= HarajaTtu 0aTbKaM He ICHOpYBaTH OpaTiB i cecTep, sIKi € 3I0POBUMHU;

* BMITH PO3II3HABATH TPUBOXKHI O3HAKH IEPETOPSHH 1 Aenpecii, sKi WAyTh MOpYd 3 XPOHIYHUMHU
3aXBOPIOBAHHIMH, @ TAKOXK HA/IaTH MOPAH LI0JI0 TOTO, SIK IMOA0JIATH 1I€;

* BU3HATH, 0 KyJIbTYPHUN ()OH MOXKE BIUTMHYTH Ha ITOTJISAM MAIIEHTIB 1010 3aXBOPIOBAHHS;

* 330X0UYyBATH NAli€HTIB BECTU MPOIYKTUBHY JiSUIBHICTD 1 BIATIOYMHOK BIOMA 1 Ha POOOTI;

* [IpaIfoBaTH J0 MapTHEPCTBA 3 OpraHi3alli€l0 MaIl€HTIB 3 MPOIMaraHad JiKyBaHHS reModiii i
HABYAHHS CIMEH 1 WICHIB TPOMAJIN;

* 3apYUUTHUCS JOMOMOIOI0 MICIIEBHX TPYII Ta OpTaHi3alliif, e HeMae ColialbHUX MPAI[iBHUKIB.

3.6 CraTeBe KUTTH

1. IMamienTH 3 reMOQ1Ti€}0 MOKYTh MaTH HOPMaJIbHI CTaTeBl CTOCYHKH [24].

2. M's130B1 KpoBOTeU1 (HapUKIIA]] KIyOOBO-TIONIEPEKOBOTO M'sI3y), MOKYTh 1HOJI OYTH pe3yabTaToM
CEKCYaJIbHOT aKTUBHOCTI.

3. VYcknagHeHHs remMounii MOXe CYNpPOBOKYBATHUCA CEKCYaJbHOI IUCQPYHKINEI, KA MOXKE
BKJTIOYATH BiACYTHICTH J1i0110 200 IMIIOTEHIIIfO.

4. binp abo ctpax 0o0J0 MOXYTh BIUIMBATH Ha CEKCyalbHE Oa)kaHHA, a reMo(ilbHa apTpomaTis
MO>K€ HAKJIaJaTh OOMEKEHHS Ha CTATEBl CTOCYHKH.

5. CekcyanbHICTh TaKOX 3aJeXKUTh Bil XpoHiuHOro rematuty Ta BlJI-iHdexmii, BikoBHX
3aXBOPIOBaHb, SIK TIIEPTOHIA 1 YKPOBUH A1a0€T 1 IeIKUX JIKapChbKUX 3ac00iB.

6. YV neskux BHUMNAJIKaX MOXYTb OyTM KOPMCHUMH NepopayibHi iHTiOiTOpH (ocdoaiecTepasu-5
(cunpmenadin, tamamadin). Ili mpemapatu M'sko iHTIOYIOTH arperaiiro TpoMmMOOmHMTIB IN Vitro i
MO>KYTh BUKJIMKATH HOCOBY KPOBOTEUY Yepe3 3aKJIaJeHICTh HOCA.

3.7 Crapinas nauieHTiB 3 reMoginiero

1. IamienTn 3 remodiniero, sIKI CTapil0oThb, HEMUHYYE CTPa)XJal0Th BiJ BIKOBUX 3aXBOPIOBAaHb,
MOB’sI3aHUX 31 cTapiHHAM [24,25].

2. CynyTHI 3aXBOPIOBaHHS IIPU CTapiHHI MaLlI€HTIB 3 reMO(d1II€l0 MOBUHHI JIIKYBAaTUCS HAJIEKHUM
YUHOM, OCKIJIBKM BOHM MOXYTh MOTJIMOMTH MpoOJIeMH, NOB'A3aHI 3 reMO(iIi€l0 Ta BIVIMHYTH Ha
(b13uYHE Ta MCUXOCOIAIbHE 3/I0POB'S AIIEHTA 1, OTXKE, HA SKICTh IXHHOTO JKUTTA.

Ocmeonopos

1. MinepanpHa uIlnbHICTh KicTkOBOT TkanmHu (IIIKT) 3meHmyerbes y mroaeit 3 remodimiero
[26,27].

2. 301nbLIeHHS KUTBKOCTI apTPONaTUYHMUX CYIJI00iB, BTpaTa pyXJIMBOCTI Cyrio0iB, aTpodis M's3iB,
sIKa TIPU3BOJIUTH JI0 3HW)KEHHSI aKTHBHOCTI, acoIlifoeThest 3 Hikvoro KT [27].

3. AKTHBHICTh 3 HAaBaHTa)KEHHSAM (BIAMOBIIHI BUIM CIOPTY), SIKAa CIPHUSE PO3BUTKY 1 MIATPUMII
XOpOILOT MIJILHOCTI KICTKOBOT TKAHUHH, CJIiJ] 320X04YYyBAaTH, SKILO JTO3BOJISIE 3/I0POB'S CYIJI001B

4. JobGaBku Kamplito 1 BitaMiHy D Takok BaxJIuBI 1 MOXe 3HAJOOUTUCS JIKyBaHHS
oichoconaramu. CromarosnoriuHa OIIHKA PEKOMEHAYETHCS Mepell MOYaTKOM JIOBIOTPHUBAIOTO
nikyBaHHs 6icpoconatamu [28,29].

Oosicupinnsn

1. Hommpenicts HagmumkoBoi Mack Tina (IMT 25-30 kr/m?) i oxupiaas (IMT > 30 kr/m?) 3poctae
[30].

2. BigcyTHICTh aKTUBHOCTI MOKe cpusTH 30inbiieHHio IMT i 36inb11eHHI0 MacH Tijia.

3. Bucokuii IMT acouiroerbces 3:

* ICTOTHUM OOMEXEHHSIM Jiana3zony pyxis [31],
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* IOCUJICHHSIM apTPOMaTiYHOTo 0OJIIO,

* MABUIIICHUM PU3UKOM PO3BUTKY MIIlIEHEBHUX CYTII001B [32],

* [JIBUIICHUM pPU3UKOM I[yKpOBOTO Jia0eTy, aTepoCcKIepo30M 1  CepleBO-CYAMHHUMHU
3aXBOPIOBAHHSIMHU, SIKI MOXKYTh I1I€ O1IbIIE 3aITKOAUTH apTPOMATIYHUM CYTJI00aMm.

4. Cnig peKOMEH/IyBaTH PEryJsipHy (Hi3MuHy aKTHBHICTb.

5. Sxmo ¢yHKIIOHATBHI OOMEXEHHs BIUIMBAIOTh Ha TOBCSAKIACHHY IIsJIbHICTH, (i3ioTepanesT,
o0i3HaHuil Ha reMo(iii, MOXKe 3aPONIOHYBATH BIATOBIAHI aTbTEPHATUBH.

6. Y neskux BUNAJKax HAIPaBJICHHA J0 A1€TOJO0ra MOKe OyTH JOPEUHUM.

T'inepmonin

1. ITamienTu 3 remModiTiero MarOTh BUIIUKA CEPEIHINA apTepiadbHUN THUCK, MAIOTh Y JIBa pa3H OiIbIIe
IIaHCIB MaTW TINEPTOHII0 1 BHUKOPUCTOBYBaTH OiNble AHTHTINEPTECH3UBHUX IpenapariB y
MOPIBHSHHI 3 HACEJICHHSIM B 1iioMy [33,34].

2.V 3B'SI3Ky 3 HiABHIIEHUM PU3UKOM KPOBOTEYi, TIMEPTOHIKH 3 TeMO]Ii€I0 OBUHHI OTPUMYBATH
BIJIMTOB1JIHE JIIKYBAaHHSI 1 pETyJIIPHO MEPEBIPSITH KPOB'STHUN TUCK.

3. Y BIACYTHICTH IHIIMX CEPIEBO-CYAMHHUX (DAKTOPIB PHU3HKY, CHCTONIYHHA HEOOXiTHO
HiATpUMyBaTH apTepianbHuil Tuck < 140 MM pT.cT. 1 AlacTomiuHui THCK < 90 MM PT.CT.

Lykposuii oiabem (LI/])

1. [ommpenicty LI/] mpu remodinii HenoCTaTHRO 100pe 3aJOKYMEHTOBAHA, aje BUIA B KOTOPTI 3
nerkoro Gopmoro remodimii [35].

2. Ilpu crapiHHi DaIi€HTIB 3 reModimi€ro, 0coOIMBO THX, XTO Ma€ HAJUIMIIKOBY Bary, piBHI
[JIFOKO3U HEOOXIJHO TIEPEeBIPATH IIOPIYHO.

3. Skmo JikyBaHHsI IHCYJIIHOM NPHU3HAYEHO, MiAIIKipHA iH'€eKHis Moxke BBOAUTHCH 0e3
kpoBoteuy. (PiBens 5) [24]

T'inepxonecmepunemis

1. CepenHiii piBeHb XOJECTEPUHY y XBOPHUX Ha TeMOQiNif0, SIK MOBIIOMIISETHCS, HIDKYHNA, HIX y
3arayibHii momyssimii [36].

2. PiBeHp xonectepuHy B KpoBl (3arasibHui xonectepuH, 1 ¢paxuii JIIIBIL, JIITHII) cmix
BUMIpPIOBATH y NAIlI€HTIB 3 TEMO]IIIEI0 3 PUBUKOM CEPLIEBO-CYAMHHUX 3aXBOPIOBAHb.

3. JlikyBaHHA mOKa3aHO, SIKIIO pIBEHb XOJECTEPUHY € BHUCOKMMHU. SIK mpaBuio, 3arajabHUil
xonectepun/JITIBIL] He moBuHEH OyTH BHIIE, HIX 8.

Cepuyeeo-cyounni 3axeoproeanns

1. [MamienTH 3 reModisier0 MalOTh HUKYUM PU3UK CMEPTHOCTI BiJ IIEMIYHUX CEPLEBO-CYIMHHHUX
3aXBOPIOBaHb, alle KIJIbKICTh CMepTel BiJ 1i€l npuunHu 3pocrae [34,37,38].

2. byB onmcaHuil MOXIMBHMH 3B'SI30K MK BUHUKHEHHAM 1H(apKTy MioKapja Ta HOIEpeIHIM
BBEJICHHSIM KOHIIEHTpATIB (akTopa 3ropranus. [39,40].

3. TlauieHTn 3 remodimiero 1 3 CepLEeBO-CYJMHHUMH 3aXBOPIOBAHHSMHU IOBHHHI OTPUMYBATH
aJIeKBaTHE JIIKYBaHHS BiJINOBIJHO 10 1HIWBIIya bHOT CUTYallii, 32 yuacTio Kapmioioris [41,42].

4. oo rocTporo KOpOHaApHOTO CHHIAPOMY, SIKMM BUMarae uepesmkipHoro Brpy4yanssa (YIIB) na
cepIi:

= HeoOxigHa agexkBaTHa KOpeKIliss KOHUEHTpaTaMu (pakTopa 3ropraHHs Kposi nepex UIIB i
1o 48 roguu nicas YILIB. (PiBens 4) [40,41,43]

= Bucokux piBHIB (hakTOpa ciiJ YHHKaTH, 1100 3arno0irtu okiIro3uBHUX TpoMOiB. Ilix yac moBHOI
KOPEeKIIii:

= [emapuH MOXe BBOJUTHUCS BIIMOBIIHO JIO CTAaHAAPTHUX IPOTOKOJIIB 3 KapiOJOTri4HOTO
JTIKyBaHHS.

» [uridiropu riikonporeiny IIb/Illa (abumkcumal, THupodibaH), 3acrocoByBanmx y YIIB 3i
CTCHTYBaHHSIM.

= JIIKTbOBHI JOCTYN 0 apTepii, AKIIO I¢ TeXHIYHO MOKJIMBO, Kpalle, Hi’k CTerHOBHH, 1100
3BECTH /10 MiHiMyMYy 3a04epeBHHHY a60 naxoBy kpoBoteui. (PiBens 4) [40,41,43]

= KoHuenTparu (akropa ciifi BBOAUTH MPOTATOM YChOI'O CTPOKY MOABIIHOI aHTUTPOMOOIIUTAPHOT
Teparnii, 3a3BUyail OJIM3BKO ABOX THXKHIB, CIIpsiMOBaHuX Ha piBHI 30 MO/n [41].

= Tpusane 3actocyBanns ACK He pekoMeHIyeThcs NpH Baxkiit hopmi remodiii. Ii 3actocysanns
y TAII€HTIB Ha PETYJSPHIA 1HTEHCHBHOI MPOIIAKTUII AOMYCTUME, X0Ua HassBHI JaHI HEIOCTaTHI
[41].
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Komenmap pooouoi cpynu:
Ilpenapam mupogioan cmanom na 01.07.2016 p. ne 3apeecmposanuii 6 Yrpaini.

Ilcuxonoziunuii énnue

1. ¥V crapirounx naiieHTiB HAsABHICTh KaJIIITBA YM OOJIFOYOCTI CYriI00iB MOXKE BIUIMHYTH Ha SIKICTh
JKUTTS 1 MOXKE MMPU3BECTH JI0 BTPATU HE3ATECIKHOCTI [44].

2. TlamieHTH MOXYTh 3ITKHYTHCS 3 HECIOAIBAaHUMH EMOI[IMHUMH MpoOJieMaMH 4Yepe3 HeraTHBHI
CIIOTa/IH JTOCBiTY, MOB'S3aHOTO 3 TeMO(DiTier0 (HAMPUKIIAI, TOCIITaI3allisl) B POKA MOJIOIOCTI.

3. Ananraris Broma abo Ha poOoTi 1 agekBaTHUM rpadik BeaeHHs 000 MOKa3aHi IS MOJIIMIICHHS
SIKOCTI1 KUTTS 1 30epeKeHHS He3aJISKHOCTI.

4. AXTUBHA TICHXOJIOTIYHA WIATPUMKA TIIOBUHHA HAJAaBaTHCS COIIaJbHUM IPAIliBHUKOM,
MEJICECTPOI0, 00I3HaHOK Ha reMo(diIii, 3a yuacTro Jiikaps Ta/abo mcuxosora.

Komenmap pooouoi epynu:

Kniniuna nacmanosa Bececsimuvoi @edepayii I'emodhinii, nynkm 2.8. «Xeopoba Binneopanoa i
PIOKICHI NOpYUWEHHs 320pMAHHA KPOBL» GUKOPUCMAHA 6 a0anmosauiti KAIHIYHIlL HACMAHO8I
«Xsopoba Binnebpanoay.
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4. JABOPATOPHA JIAT'HOCTHUKA

1. [IpaBunbHUN AlarHO3 Ma€ BAXJIMBE 3HAYCHHS I 3a0€3Me4YeHHS TOro, MO0 MaIlieHT OTPUMYBaB
BIZIMOBIHE JTIKyBaHHs. Pi3H1 MOpymeHHs 3ropTaHHS KPOBI MOKYTh MaTH YK€ CX0Ki CHMITOMH.

2. Touynuit miarHO3 MOXe OYTH BCTAHOBJIEHHUW TIJBKH 3a MIATPUMKH KOMILIEKCHOI 1 TOYHOI
naboparopHoi ciry>kOu. BiH 3alneXuTh Bii CyBOPOro IOTPUMAHHS JIaOOpATOPI€EI0 MPOTOKONIB 1
IpOIIeTyp, SIKi BAMararTh:

* 3HaHb 1 IOCBily B JJaOOpaTOpHOMY aHai31 3rOpTaHHS KPOBi

* BUKOPUCTAHHS IPAaBUIBHOTO 00JIaIHAHHS Ta PEaKTHBIB

* rapaHTii AKOCTi

3. JleranbHy iH(pOpMAIIO PO TEXHIYHI aCHEKTH 1 KOHKPETHI 1HCTPYKINI 3 CKPHHIHT-TECTIB Ta
aHaiiziB (¢akrtopa mMoxna orpumatu 3 WFH's Diagnosis of Hemophilia and Other Bleeding
Disorders: A Laboratory Manual, Second edition [1].

4.1 3HaHHS Ta J0CBi y JJa00paTOPHUX TeCTAX 3rOPTaAHHs KPOBi

Hpunyunu diaznocmuxu

1. Po3ymiHHS KIIIHIYHUX 03HAK TeMO]isii i TOMUTBHICTD KIIHIYHOT JIarHOCTUKHY.

2. BuxkopucTtaHHsi CKpUHIHT-TECTIB IJI BUSBJICHHS MOTEHI[IITHOI MPUYMHU KPOBOTEUl, HAITPUKIIA],
KUTBKICTh TpOMOOLIUTIB, yac kKpoBoTeui (UK B meskux curyamisx), ado iHIIMX CKPUHIHTOBUX TECTIB
byHkmii  TpomMOouuTiB, TpoTpomOiHOBOoro uyacy (IIB) Ta akTHBOBaHOTO  YacCTKOBOTO
TpomborutacTuHOBOrO yacy (AUTY).

3. IliaTBep/pKeHHS JiarHO3y 3a IOTMOMOTroI0 aHalizy ¢akTopa 3ropTaHHS Ta IHIIMX BiANOBIIHUX
crenuQIYHUX JOCITIKEHb.

Texniuni acnekmu

1liocomoska nayienma 00 83amms npoou Kpoei

1. 3a3Buyaili Hemae HEOOXITHOCTI OpaTH KpOB HATIIE AJS JOCHIJKEHHS MOXJIMBUX IHOPYLIEHb
3ropTaHHd KpOBI, Xoya HAAMIpHI pIBHI JIMiAIB MOXYTh BIUIMBAaTH Ha JIesKi aBTOMAaTH4YHI
aHaJII3aTOPHU.

2. [TanieHTH MOBUHHI YHUKATH JIIKIB, K MOXYTh BIUIMHYTHU Ha pe3yJbTaTu TecTiB, Takux sk ACK,
gKa MOXe€ Cepilo3HO BIUIMBATH Ha (QYHKIII0O TpPOMOOLMTIB 1 MPOJOHTYBAaTH  dac
KPOBOTEU1/IPUITUHEHHS.

3. [MamienTam ciig yHUKaTH (I3MYHUX HaBaHTa)XEHb 0€3M0ocepeiHbO Nepe]] MPOKOIIOBAHHIM BEHH.
4. SIKmo maIieHT ayKe XBUIIIOETHCS uepe3 Mpolenypy B3sTTA npoOu, piBeHb (akropa VIII i
¢dakropa BinneOpanna MoxyTh OyTH TUMYACOBO M1ABUILEHI.

3abip kposi

1. 3a6ip kpoB1 HEOOX1AHO MPOBOIUTH BIAMOBIIHO 0 CTAaHJIAPTIB HACTAHOBH [2].

2. 3abip kpoBi HeoOXigHO Oparu y HalOmMXkuil naboparopii, 00 3a0e3MEUnUTH ILBUIKE
TPaHCHIOPTYBaHHS.

3. 3pa3ku MOBUHHI OyTH NMPOaHaIi30BaHi BIPOIOBK YOTUPHOX FOJIUH 3 MOMEHTY 3a00py.

4. Pe3ynbTaTu TECTIB MOXXYTh 3MIHIOBATHCSl B 3aJIEXKHOCTI BiJ YMOB 30epiraHHs 3pas3KiB KpOBI.
Binpm Bucoki Temneparypu (> 25° C) npu3BoIsATh 10 BTpaTH akTUBHOCTI (hakropa VIII nmporsrom
JIOBrOT0 4acy, B TOHW dac 30epiraHHs 3pa3kiB y xoiomi (2-8° C) mpu3BOAUTH 110 XOJOIO0BOT
aktuBaiii. Tomy 3pa3ok HeoOXiqHO 30epirati mpu temmnepatypi Big 20° C no 25° C, ne MOXIHUBO,
ajie He OUTbIIe YOTUPHOX TOAMH.

5. BenenyHk11isi HOBUHHI OYTH YUCTOIO 1 3a01p MPOTATrOM OHI€T XBHJIMHH 3 3aCTOCYBAaHHAM JIKI'yTa
0€3 MPOJIOHTOBAaHOTO BEHO3HOTO 3aCTO0.

6. KpoB HeoOxiHO OpaTy B IUIAaCTUKOBUHN IIpHLl a0 cuctemu 3a0opy. ['onka noBunHa Oytu 19-21
Kamiopy y mopocnux 1 22-23 kambpy y MajeHbKkuX miTed. 3abip depe3 mepudepiiiHi BEHO3HI
KaTeTepu ab0 HEeremnaphHi30BaHI ILIEHTPaJbHI BEHO3HI KaTeTepu MoOXe OyTH YCHIIIHUM JUIs
0aratbOx TECTIB T€MOCTa3Yy.

7. J1nst anauizy KoaryJisimii ciail yHuKaTH 3a00py KpoBi yepe3 MOCTiiHUN KaTeTep.

8. CriiHeHHs 3pa3ka KpOBiI TaKOX CiJ yHHKATH. YacTo OyBa€ KOPUCHO BIAMOBHUTHCS Bij MEPIIAX
2 MJI B34TO1 KPOBI.
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9. 3abip kpoBi Mae Oyt 3i0panuil B mpoOipku, mo Mictath mutpat 0,105M-0,109M (c3.2%)
BOJHUHN TPUHATPIMIMTPAT JUTIAPAT, MIATPUMYIOUH YaCTHHY KpoBl1 10 muTpary 9:1. Skmo TtpyOka
Mictuth MeHie 80% 1UTbOBOrO 00’€My, pe3ylbTaT MOXKe OyTH HyKe HH3BKUM. SIKII0
KOHIEHTpalis Buiia 3a 3,8%, TpuHaTpiiiuTpaT Oibllie He PEKOMEHIYEThCS.
10. CBoeyacHe i ajekBaTHE 3MIIIyBaHHA 3 PO3YMHOM IIMTPATy HEOOXIAHO POOWUTH, aKypaTHO
NePEBEPTAIOYH.
11. Sxmo 3pa3ok He MOke OyTH OOpOOJIEHHH MPOTATOM YOTHUPHOX TOAMH IMicis 3a00py KpOBi,
30iIHEHa Ha TPOMOOLMTH IIa3Ma Moke OyTh 3amopokeHa npu —30° C 1 30epiratucs BIPOIOBXK
JEeKTBKOX THXHIB a00 10 mecTu micauiB npu temmeparypi —70° C [3]. 36epiranns npu —20° C, sk
NPaBUIIO, HEJJOCTATHBO.
12. 3amopoxeHi 3pa3Kd MOBHHHI HIBHIKO PO3MOPOXKYBATUCS BIPOAOBXK 4-5 XBUIMH Tmpu
temriepatypi 37° C, 106 YHUKHYTH YTBOPEHHSI KPIOMIPELUITITATY.

Iliocomoska 6ionoi na mpomboyumu naasmu (BTII)

1. BTII HeoOXiHO TOTYBATH BiJIIOBIHO JI0 CTAHIAPTIB HACTAHOBH [2].

2. BTII oTpumytoTh HUIsIXOM HEeHTpUGYyryBaHHs 3paszka npu MiHiMyM 1700 r npotsirom 10 xBuiux
npu KIMHATHIN Temrepartypi (ToOTO He 0XOJIO0IKEHO).

3. BTII moxe 36epiraTucs npu KiMHaTHIN TemnepaTypi (20-25° C) no anamizy.

4. I1nazma remodtizoBana, mpu 3a00pi KpoBi 1 00pobIIeHa, He TOBHHHA aHAJI3yBaTUCS.

Busnauenns kinyesoi mouku

1. bararo naGopartopiii Temep MaroTh AesKy (opMy HamiB- a00 MOBHICTIO aBTOMAaTH30BaHHX
aHai3aTopiB Koaryssimii. TouHe BU3HAYCHHS KIHIICBOI TOYKH 3rOPTaHHS BPYYHY BUMAara€ 3Ha4HOTO
JIOCBily, 30KpeMa, fKIIO 4Yac 3rOPTaHHs IMOJOBXKYEThCS a00 SIKIIO KOHIEHTpalis (iOpuHOreHy
HU3bKa 1 3TYCTOK TOHKHUH.

2. Jlnsg anamizy BpyduyHy TpyOKa NMOBHHHA HAXWIATHCA TPU Pa3d KOXHI M'ATh CEKYHJ Ha KyT
npuban3Ho 90° BIPOJOBXK cIlOCTEpeKEeHHs. TpyOKa MOBUHHA 3aHYPIOBATUCS y BOJSHY OaHIO MpHU
37° C Mix HaXUJIaMHU.

Ckpunine-mecmu

1. Kinpkicts TpomOonutis, UK, ITH, AYTY 1 MoXyTh OyTH BUKOPHUCTAHI JUIsl CKPUHIHTY MalI€HTIB 3
1710300 Ha MOPYILIEHHS 3rOpTaHHs KpoBi [4].

2. Tecram yacy KpoBOT€Yl HE BHCTA4a€ YyTJIMBOCTI 1 crenu(IvyHOCTI, TAKOXXK BOHM CXWJIbHI JI0
MOMMUJIOK, TOB’SI3aHUX 3 TEXHIKOIO BUKOHaHHA. Tomy iHIII TecTH (QyHKIIT TPOMOOIMTIB, Taki sIK
arperomeTpist TPOMOOLIMTIB, Kpallll, SIKIIO AOCTYIHI [5,6].

Ta6aunsa 3-1: IHTEPIPUTALIIA CKPUHIHI'-TECTIB

MOKJIMBUIA KUIBKICTh
ma AYTY * YK
JAIATHO3 TPOMBOLUTIB
HopMmaJjbuuii HOPMAJIbHU HOPMAaJIbHUI HOPMAJIbHUM HOpMaJbHa
I'emodinis . . .
HOPMAJIBHUM | TIPOJIOHTOBAaHHUU HOPMAaJIbHUI Hopmainbna
A abo B **
P HOPMAaJIbHUU HOPMAaJIbHUU HOpMajabHa
XB p abo a0o a0o
IIPOJIOHIOBAHUN | TPOJIOHTOBAaHUI 3HMKEHA
Hedexr . HOPMaJIbHUI . HOpMaJIbHa
. HOpMAaJIbHUM HOpMaJIbHUM 2060
TpoMOOUMTIB abo . Abo
. | TPOJOHTrOBaHMU
POJIOHTOBaHUM 3HIDKEHA

* PegynpraTi BuMiproBaHHI AUTY 3anexats Bix 1a00paTOpHUX METO/iB, BUKOPHUCTOBYBAHUX JJIS aHATI3Y.
FXII, mpexamtikpeiny abo mpu aedinuti

** Ta X KapTMHa MOXKe BigOyBaTHCS TIIpH TNPHCYTHOCTI

BHCOKOMOJIEKYJIIPHOTO KiHIHOTeHA.

FXI,

3. I'pyHTytounch Ha pe3yibTaTax [HMX TECTIB, KaTEropis MOPYLICHHS 3rOpTaHHS KpPOBI MOXKe
YaCTKOBO XapaKTEPU3yBATHUCS TSI MOJAIBIIOT0 aHamizy (AuB. Tabmuito 3-1, Buiie).
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4. 111 CKpHHIHTOBI TECTH MOXYTh HE BHUSBHUTHU IaTOJIOTIIO Yy MAIL€HTIB 3 JIETKUMH MOPYIICHHAMHI
3rOpTaHHS KPOBI, BKIIOYAIOYH Aeski aedektu GyHkiii Tpomoonutis, aedinuty FXIIL, 1 11 piakicHi
nedextu GiOpuHOmII3Y, IKi MOKYTh OYTH MOB'sI3aH1 3 KPOBOTEUEIO.

Kopexyitini npoou

1. Kopekiiiini abo 3mimani mpoOH, sAKi BHKOPHCTOBYIOTH Iyl HopMmaibHOi turasmu (ITHIT),
JIOTIOMOXKYTh BU3HAYUTH, UM MPOJIOHTOBAHUK Yac KOAryJssmii € HachuiakoM aedinuty dakropa, uyu
MUPKYJTIOIOYNX aHTUKOATYJISTHTIB 1HT101TOPIB.

Kopekuiiitni npobu 3 FVIIVFIX-pedinnTHOIO T1U1a3MOI0 MOXYTh OyTH BUKOPUCTaHI ISt
ineHTrdiKaIii KOHKPETHOTo MeMIuUTy, AKIIO aHali3 (pakTopa He MOKIUBHI.

Ananizu ¢hakmopa

1. Anani3u ¢axropa noTpiOHI B HACTYITHUX CUTYaLlisiX:

= JIy11 BCTAHOBJIEHHS J11arHO3y

= JI711 MOHITOPHHTY JIIKYBaHHS

— JlaGopaTopHuii MOHITOPHMHTI KOHIIGHTPATIB (AaKTOPiB 3ropTaHHS KPOBI MOXKJIMBHH MUISXOM
BUMIpIOBaHHSA PiBHIB (pakTOpa 3ropTaHHs 10 i micis iHQy3ii.

— Huxue ovikyBaHOTO BiTHOBIICHHs Ta/a00 3HMKCHUIT HaMiBPO3Ia/] BBEACHOTO (hakTOpa 3ropTaHHs
KpOB1 MOXe OyTH paHHIM MOKa3HUKOM HasIBHOCTI 1HT10iTOPIB.

= Jlnst mepeBipKuU SKOCTI Kp1OMPELUIiTaTy

— Kopucno mnepeiputu konnentpamiro FVIII B kpiompenumniTari K 4acTHHY KOHTPOJIO SIKOCTI
I[bOT'O IPOJYKTY.

2. OEHOTUIIIYHAM TECTaM HE JOCTA€ YYTIUBOCTI 1 Cremu(iqHOCTI A BUABICHHS HOCIIB. Jleski
Hocli MOXyTh Matu HopmanbHe chiBBigHomeHHs FVIIIC/VWF:Ag. T'enorumiydi Tectu
NPEICTaBISIIOTH COO0I0 OLTBIIT TOYHUI METOJT BUSBICHHS HOCIIB 1 TOMY pEKOMEHIYIOThCSI.

3. OpHoeranHi aHamizu, 3acHoBaHi Ha AUTY, € HaifuacTilie BUKOPUCTOBYBAaHMMHU METOIAMHU.
Baxxnusi HacTynHI QyHKIIT aHAII3Y:

* B mna3wmi 3 nedinurom FVIII 1 FIX nmoBunHI noBuicTio 6yTtH BiacytHi FVIII i FIX BignosiaHo,
t00TO MicTuTu <1 MO/1171, 1 MaTH HOpMaJIbHI PiBHI 1HIIUX (AKTOPIB 3TOPTAHHS KPOBI.

» PedpepenTtHicTh/kanmiOpyBaHHs I1a3MH, KOMEPIiifHOI ab0 JIOKaIbHO MPHUTOTOBICHOT, HEOOXITHO
BIIKQJIIOpOBYBaTH B MDKHAPOJIHUX OAMHHULAX (TOOTO BIAMOBIAHO /0 MIKHApPOJHOTO CTaHAAPTY
BOO3).

= Jlnst OOTpyHTOBAHOTO aHaNi3y HEOOX1/1HO, IPUHANMHI, TPU PI3HUX PO3YUHH pePEepeHTHOI T1a3Mu
1 IOCHIIKYBaHOTO 3pa3Ka.

* BUKopHCTaHHS OJJHOIO PO3YMHY JOCIII)KYBaHOTO 3pa3Ka ICTOTHO 3HHMXKYE TOUHICTh TECTY 1 MOXKE
MPU3BECTH /10 AOCOTIOTHO HETOYHMX PE3yJbTaTiB IPU HASBHOCTI I€SKUX 1HT101TOpIB.

= [Ipu nmocmikeHH1 3pa3KiB MaIIEHTIB 3 MOMIPHOIO ab0 BaxkKow (GopMor reModuiii Moxke
3HaJOOUTHCS pO3IIMpPeHa abo OKpeMo BijnkaiaiOpoBaHa kpuBa. He nomyctuMo mpocTe po3LIMpeHHs
KpUBO1 KaliOpyBaHHS LUISIXOM €KCTparoJiauii 6e3 aHamizy J0JaTKOBUX PO3BEACHb KaniOpoBaHOT
TUTa3MH.

= Jleski BMIAAKU TEHETUYHO MIATBEP/KEHOI Jierkoi Gopmu reModiiii MalTh HOPMAallbHY
aktuBHicTh FVIII, Konu BUKOPUCTOBYIOTH OJHOETANTHUM aHANI3 NI MIarHOCTHKH, aje 3HIKEHHS
aKTHBHOCTI B XPOMOT€HHHMX 1 JIBOXETAalHUX aHali3ax Ha 3TOpPTaHHSI. TakoX MOXe BiAOyTuCs
3BopoTHe. Lle o3Hauae, mo moTpiGHO Oinbil, HiX oauH TN aHanizy FVIII mis BusiBiaeHHs Bcix
¢dbopMm nomipHoi remodimii [7,8].

Tecmu ineibimopis

1. Sxuo € mpononropanuit AUTY, sikuii He MOBHICTIO BUIIPABJICHUHN LUISIXOM 3MINIYBaHHS IJIa3MU
narfiedTiB 3 [THII icHye migo3pa HasiBHOCTI ASKIIBKOX (hOpM iHTIOITOpA.

2. OyHKIIOHAJBHI 1HTIOITOpU TeMocTa3y, fKi HaiuacTilie 3ycTpidaroThCsl, 11€ aHTHUKOAryJsHTH
BoBuaHKHU (BA), siki He HampaBieHi MPOTH creuniyHUX (PaKTOpiB 3rOPTaHHS KPOBI 1 SKI OBUHHI
OyTH BUKJIIOUEHI.

3. Pesympratu TectiB AUTY 3a Tecramu cymimield i HOpPMAaIbHOI IUIa3MU MOXe OyTH BaXKO
IHTEpIPETYBATH, OCKIJILKH MPU HAOYTIH reModiiii Moke crodatky OyTu moBHa kopekmis AUTY y
IPUCYTHOCTI MOTYXHOTOo crienudignoro antu-VIII anrurina.
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4. bBinpmricts iHTiOITOpiB FVIII, siIKi BHHMKaIOTH BTOPMHHO IpU 3aMiCHil Tepamii y NHaiieHTIB 3
remodimero A, mokasyioTh xapaktepHy kaptuHy: AUTY mamienta/TTHIT cymim € mpoMiKHHM,
to0TO Mibxk AUTY n1BoX Martepiaiis, i ani MpoAOBKEHO MpH iHKyOawii cymimi npu 37° C BIpoaoBxk
1-2 roguH.

5. IlinTBep/KEHHST TOTO, IO IHTIOITOp HampaBieHUH MPOTH crenupidHOro (GakTopa 3ropTaHH,
noTpelye crenudiyHOro aHaIi3y iHri0iTOpAa.

6. Moaudikauis Nijmegen Tecty iHriditopa FVIII npononye kpamy 4yTauBicTh i
cnenudivyHicTh y nopiBHsIHHI 3 opuriHagabsHuM anajizom Beresan. (PiBens 1) [9,10]

7. BiH BUKOHY€ETBCS] TAKUM YHHOM:

* bydepuzoanuii [THII (mo 3abesneuye FVIII) 3MimyroTh 3 HOCTIHKYBAaHOKW IUIa3MOKO 1
iHKyOyroTh Tipu 37°C.

* Yepes n1Bi rogunu BuMiproeThest 3anmmkouii FVIIL B mopiBusuHi 3 FVIII B koHTpONBHIN cyMmin,
mo Mmictutb Oydep ITHII i FVII-nedinuTHOI mna3mu, sxi Oynu iHKyOOBaHi pa3oM 3 aHaJII30BaHOIO
CYMIIIIIIIIO.

» SaymmkoBuii FVIII nepeTBoproeTbes y oguHumLi iHTi0iTOpa 32 JOMOMOTOI0 HaIiBIOTapu(MIYHOTO
rpadika 3amumkoBoro Qakrtopa VIII mpotu inriditopa, sikuii OyB moOynoBaHUM, BUXOISYH 3
npunymenas, mo 100% 3amummky mopiBaroe 0 BO/mn iHri6iTopa, i 50% 3amumky IOpiBHIOE
1,0 BO/mn (ocTaHHii Y3ro/KeHHH Ha MDKHApPOAHOMY PIBHI JUIsi BU3HAYEHHS aKTUBHOCTI
iHT10iTOpA).

» Koy 3ammmkoBa aktuBHICTE FVIII ckmamae <25%, micns po306aBiieHHs, HEOOXiAHO MOBTOPHO
IPOBECTH aHaJI3 TUIa3MH MAalli€HTa, 00 YHUKHYTH HETOOLIHKH Ti€BOCTI iHTIOITOpA.

* Tutp inri6iropa > 0,6 BO/Ma cnif po3riisaaaTy K KIiHIYHO 3Havwywmid [11].

ITiocomosenenuti nepconan

1. HaBiTh HalimpoCTiIIi CKPUHIHTOBI TECTH KOAryJISIil € CKJIaJHUMH 33 CBOEIO TPUPOIOLO.

2. Buenwii B 00J1aCTi 1a00paTOPHOT CIIPAaBU/TEXHIK, SKi BUSIBIIAIOTH IHTEPEC 10 KOATYJIAL1, TOBUHHI
IMOOKO PO3YMITH TECTH, 100 TOCATTH TOYHUX PE3YJbTATIB.

3. YV nedkux BuUIaaKax Moxe OyTH KOPUCHHUM MaTH BYEHHX B o0sacTi JabopaTtopHOi
cripaBH/TeXHIKa, SKUH MPOMIIOB MOAJbIIIC HABYAHHS B CIICI[Ia]II30BaHOMY IICHTDI.

4.2 BUKOPHCTAHHS HAJIE)KHOTO 001 IHAHHS Ta PeaKTUBIB

1. OGnanHaHHA Ta peakTHBM MOBHMHHI MpoJaBaTHCA B KOXHIM nabopartopii. HactynHi BuMoOrm
HEOOX1/1H1 JUIsl TOYHUX JJAOOpaTOPHUX BUIIPOOYBAHb.

Oonaonannsn

1. Bogsina 6ans 37° C+0,5° C.

2. Xopouie gxepeso cBiTia 01 BOASHOT 0aH1 1151 TOUHOTO CIIOCTEPEKEHHS (POPMYBAHHS 3TYCTKY.
3. CekyHaoMipH.

4. ABtomatu3oBaHi mineTku ((ikcoBaHi abo pizHOro 00’eMy), 3/7aTHI TOUYHO I aKypaTHO Kamatu
0,1 m10,2 ML

5. Hucti cknsHi npobipku comu (7,5 cm x 1,2 cm) s TectiB Ha 3ropTaHHs KpoBi. [loBTopHE
BUKOPHUCTAHHSA OYAb-SIKOTO IMOCYIy CIiJI IO MOJIMBOCTI YHHMKAaTH, SKIIO HE JOBEJEHO, 10 Ha
pe3yJbTaTH TECTYy HE BIJIMBA€ BUKOPHUCTOBYBAHWHM TEXHOJOTIYHMHU mporec. [InmactukoBuil mocyn,
BUKOPHCTOBYBaHHUI B aHAJI3aTOPU KOATyJISIIIii, HE CJIiJl BUKOPUCTOBYBATH MOBTOPHO.

6. Tenep gocTymHi Bce Oilblie HaMiBaBTOMATUYHUX 1 MOBHICTIO aBTOMAaTU30BaHUX KOAryJIOMETPIB.
V Garatpox BUIaKax 11e o0JagHaHHS Ma€e Taki MepeBaru:

* ToyHICTh OKA3HMKIB B KiHIIEBIH TOYIII.

* [ligBuIIIEHA TOYHICTH PE3YJIBTATIB BUIIPOOYBAHbD.

= MOJIMBICTh BUKOHYBATH JEKIUIbKA 3TYCTKIB B aHaJ13aX.

* 3MEHILIEHHS TIOMWJIOK CIOCTEpPEeKEHHs (KIHIEBAa TOYKa peakiii 3a3BUYail BUMIPIOETHCS
€JIEKTPOMEXaHIYHUM a00 (POTOCTIEKTPHUUHUM CIIOCOOOM).

* BukopucTtaHHs MOMICTHPOIOBHX (ITPO30PHX) KIOBET 3aMICTh CKIISTHUX TPYOOK.

7. Bece obnannanHs notpedye o0CIyroByBanHs, o6 OyTu B 100poMy poOOYOMY CTaHi.

= Jlpm 3akymiBmi oOnajgHAHHS yBara TIOBMHHA MPUIUIATHCS PETYJSIPHOMY TEXHIYHOMY
00CIIyrOBYBaHHIO Ta BUTPATHUM pecypcam.
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» [TlineTkn MOBHHHI MEPEBIPSTUCS HA TOYHICTH 3pa3ka/peareHTy, sk HeoOXiJHO KaraTH.

* BoasHi 6aHi, XOJOAWIBHUKH 1 MOPO3WILHUKHA TIOBHHHI MPOXOAUTH PETYISAPHY MEPEBIPKY 1010
TEMIIepaTypHu.

8. Xopomri pe3yiabTaTH MOXYTh OyTH OTpHUMaHi 3 BHKOPHUCTAHHSIM OCHOBHOTO OOJagHaHHS 1
TEXHOJIOTiH 32 YMOBH JIOTPUMAaHHS HAJIEKHOI J1a00paTOpHOi MPAKTHKH, sIKa MOKe OyTH aJianToBaHa
10 OUIBII aBTOMATHU30BAHUX TEXHOJIOTIH.

Buoip koazynomempis

1. Barato anami3aTopiB Koaryismii MMOCTa4aioTbCs 3 HA0OPOM IHCTPYMEHTIB 1 pEareHriB, sKi
MOXXYTh BIUTMBaTH Ha pe3ynbTaTH. lle Tpeba BpaxoByBaTH IMpH OIliHIN 1 BHOOpI cucTemu. [Hmi
BaYXJIMBI MUTaHHS, SKi HEOOX1JHO BPaXOBYBATHU:

* TUIl TECTIB, AKi IMOBHHHI BHKOHYBATHCS 1 poOOdYe HABaHTaXEHHs, a TaKOXX Mpolec poOOTH B
nabopatopii

* eKCIUTyaTaliifHl BUMOTH (ITOTYXKHICTb, TPOCTIp, BOJIOTICTh, TEMIIEpATypa i T.11.)

* BUMOTH JI0 0OCITYTOBYBaHHS 1 CXeMy BIATYKIB

* TeCT MPOMYCKHOI 3JaTHOCTI 1 MOXKIMBOCTI

* BUTpPATH

* 3/IaTHICTh MIOEHYBATH 3 peareéHTaMH BiJ IHIIUX BUPOOHUKIB

* TECTH, 33/1aHi KOPUCTYBaUEM

* CIIIBCTABHICTh Pe3yJbTaTiB HA MIEPBUHHOMY aHAi3aTop 1 Oyab-sAKi pe3epBHI METOIU

* CYMICHICTh i3 MpOOIpKOIO 31 3pa3KoM KpoOBi 1 KOHTeWHepamu st 30epiraHHs IUIa3MHU IIpH
MICIIEBOMY BUKOPHCTaHHI

* OIliHKa Oe3neKH (MeXaHI9HO1, eIEKTPUIHOI, MIKPOOi10JI0TiuHOT)

* HAABHICTH BIAMOBITHOIO HABYAHHS

2. IoTpi6Ha indopMallist CTOCOBHO POGOUMX XapaKTEPUCTUK CHCTEMH. 1i MOYKHA OTPHMATH 3 Pi3HHX
JoKepell, BKIIIOYAlouM MyOsikamii 1 JaHi BUPOOHHKA, ajieé MOXYTh TaKOXK MOTpeOyBaTUCS MAEKi
(dbopMH JIOKATBHOT OI[IHKH.

AcmekTd Ui po3Tisiay:

* TOUHICTh TECTY 3 UL <3% KoedirieHTa Bapiaiii Jyisi CKpUHIHTOBUX TeCTIB 1 <5% JJIsl aHaN31B
dbaxTopa

* IEPCHECECHHS

* 3aBa)Kar0ui PEUOBUH

* cTaOUIbHICTh PEareHTIB Ha aHaJi3aTopi

* CITIIBCTABHICTH 3 IHIIIUMHU METOIAMU

* imeHTUdiKaiis 3pazka

* 00poOKa aHuX, mporpaMHe 3a0e3nedeHHs 1 KOHTPOJIb SIKOCTI

* HeoOX1Ha MArOTOBKA

* HA(1I{HICTh

3. Huzka omnyOsikoBaHUX HACTAHOB 1 pEKOMEHJAIlll OMUCYIOTHh OLIHKY aHalli3aTOpiB KoaryJsiii
[12,13].

Peazenmu

1. HamexHoro mpakTukoro € 3a0e3medeHHs Oe3MepepBHOCTI MOCTadyaHHS OOpaHOTO pPEareHTy 3
NpUIUIEHHSIM yBard 70 Oe3mnepepBHOCTI MapTii 1 cTpoky 30epirannd. Lle Moxe OyTH AOCATHYTO
THUM, IO TPOCAThH TOCTAaYAIbHAKA TPUMATH NAPTito IS TabopaTopii, AKIIO e MOXKITHBO.

2. Ilepexia Ha iHIIE JKEpeNno MOCTauyaHHs MaTepialy He peKOMEHJIYEThCs, SKII0 HeMae IpoliIeM 3
noctaBkamu abo yepe3 CyMHIBHI pe3ysibTaTu. Pi3Hi OpeHau MOXKYyTh MaTH 30BCIM pI3HY UYTJIMBICTb
1 He MOBMHHI NPAIIOBATH I1J114-0-TUTIY.

3. [HCTpyKIIii, IO AOAETHCS O peareHTy, HeoOX1THO TOTPUMYBATHCS.

4. OcoOnuBa yBara MOBMHHA OyTH NpujailieHa cTaOiIbHOCTI peareHTiB. Ilicast Toro, sk peareHT
BIITBOPEHUN a00 PO3MOPOXKEHHH JUIsl IIOJEHHOTO BHKOPHUCTAHHS, € TOTEHINa] TMOTIPIICHHS 3
IUIMHOM Yacy, B 3aJIEKHOCTI Bil yMOB 30epiranHsi Ta BUKOPUCTaHHS.

5. Ilicma BiAMOBIMHOI TIEPEBIPKM pEArcHTIB BU3HAYAIOTHCS HOpMalbHI/pedepeHTHI piBHI 3
ypaxyBaHHSIM MICIIEBHX YMOB.
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4.3 3abe3nevyeHHs AKOCTI

1. 3abe3mneyeHHs1 SIKOCTI € 3arajJlbHUM TEPMIHOM, BUKOPHUCTOBYBAHHMM JJIsI ONHCY BCiX 3aXOJiB,
B)KMBAaHMX JIs 3a0€3MeUeHHS HaIIMHOCTI 1a00paTOPHUX TECTIiB 1 BUCHOBKIB.

2. 3abe3mnedeHHs SKOCTI OXOIUTFOE BCI aCHEKTH TPOIECY ITIarHOCTHKW BiJl 3a00py 3paska,
PO3IUICHHS 1 aHAi3y A0 BHYTPIIIHHOTO KOHTPOJIIO SIKOCTI IIOJI0 BHCHOBKIB MPO PE3YyIbTaTH 1
3a0e3MedeHHs TOTo, 0 Pe3yJIbTaTH HAAIHIyTh 0 JIKapsl.

3. BiamoBiganbHICTIO BCIX YYACHUKIB € JOTPUMaHHS MMPAaBUJIBHOTO BUKOHAHHS BCIX TIPOLIETYP.

Buympiwinin konmpons akocmi

1. BuyrpimHiii koHTpoib sikocti (BKSI) BHKOpHCTOBY€TBCS, 100 BCTaHOBUTH, YU METOAM 1
NPOIIETyPH BUKOHYIOTHCS TIOCIIIOBHO IPOTSATOM IIEBHOTO MEPiOy Yacy.

2. Bumipu BKS mpoBogsThCcs mnsi TOro, mo0 pe3ynbTaTh JabOpaTOpHUX JOCHTIDKEHb Oyin
HaJIHHAMH, 1100 JOTIOMOTTH B MPUHHATTI KJIIHIYHUX PIlIE€Hb, MOHITOPUHTY Teparii Ta AlarHOCTHIII
FeMOCTATUYHHUX PO3JI/IiB.

3. BK4 0co6smBo KOpHCHUH Y BU3HAUEHHI CTYIIECHS! TOYHOCTI KOHKPETHOI METOIMKH.

4. Jlns CKpUHIHTOBHX TECTIB T€MOCTa3y HOPMalbHI 1 HEHOpPMaJbHI 3pa3Kd IUIa3MHU ITOBUHHI
BKJTIOYATUCS peryisipHo. [IpuHaiiMHI ofuH piBeHb 3pa3ka BKSl moBuHeH OyTH BKIIOYECHUH Y BCi
MAKETH TECTIB.

3o06Hiuinsa ouinka aKocmi

1. JIaGopaTopisiM HACTITHO PEeKOMEHY€eThCSl OpaTH y4acTh y MPOrpaMi 30BHIIIHBOI OI[IHKU SKOCTI
(IT30S1) mis mpoBeneHHst ayauty epekTuBHOCTI cucteM BKSI Ha micti.

2. TI305 nomomarae BU3HAYUTH CTYHIHb 3TOAM MDK pe3yibTaTaMu OJHIeT maboparopii i
pe3yJibTaTaMu, OTPUMAHUMH IHITAMHE JTa00PATOPISIMH.

3. YuacTp y Takiii cxemi lornoMarae 3MIITHEHHIO IOBIpH KOPUCTYBaviB 710 Jaboparopii.

4. Mixnaposuna [1305 BOT cnenianbHo po3pobiieHa /il 3aI0BOJICHHS TTOTPEO EHTPIB JIIKYBaHHS
remo(inii B ychomy cBiTi. CxeMa BKJIIOYA€ aHAIi3M, 10 MAlOTh BIJHOIIEHHS /10 JIarHOCTHKHU Ta
JmiKyBaHHS KpoBoTeu. Jletam 1miei cxemu, ska mnpamroe pazom 3 HamionaneHoto Ciyx06010
30BHIIIHBOI OLIHKM sIKOCTI BenmkoOputaHnii 31 3ropranHs kposi B leddinai, Benukobpuranis,
MokHa otpuMmatu Bix BOT [14].

5. Inmi HarioHanbHI Ta MIDKHAPOAHI CXEMH OLIHKH SKOCTI TAaKOX 1CHYIOTb.

6. Jlnsa Toro, mo0 yaboparopist gocsrajia BUCOKOTO PIBHS HAAIMHOCTI TECTIB 1 yCHimrHO Opaia
yuacts y [1305], BoHa mOBMHHA MaTH JIOCTYI O BIiAMOBIIHUX peareéHTaMH i METOJIUK, a TaKOX
BIJIMOBIIHAM IITAT HAJIE)KHUM YHHOM T1TOTOBJICHOTO MPaIliBHUKIB.
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5. KPOBOCIIMHHI ITPEITAPATH

5.1 Konnenrparu pakropiB 3ropTaHHs KpoBi

1. BOI" HacTiiiHO pekoMeH/y€ BUKOPHUCTOBYBATH BIpPyC-iHAKTHBOBAHI KOHIEHTPATH IJIa3MH
a00 pexOMOiHAHTHI KOHIIEHTPATH Ha NepeBary BiJ KpHoONpenumnirary ado cBixko3amMopo:KeHOI
IJIA3MHM JIS JIIKYBaAHHA reMo(ijiii Ta iHIMX cnajKkoBUX NMOPYLIeHb 3ropTaHHs KpoBi. (PiBeHb
5)[1.2]

2. Buuepnna nHacranoBa BOI' 3 orinku KoHICHTpaTiB (akTopiB 3ropranus kposi (WFH Guide for
the Assessment of Clotting Factor Concentrates) mpoBoauts oruisizi pakTopis, 10 BILIMBAIOTH Ha
SKICTh, O€3MEKy, JIIEH3yBaHHS Ta OIIHKY OTPUMAHHUX 3 TUIa3MHU MPOAYKTIB 1 BXKJIUBI MPUHIIMIIH,
NOB'A3aHi 3 BUOOPOM BiAMOBIAHUX MpenapariB A JiKyBaHHs remodimii [2].

3. BOI' Takox myOJiKye 1 peryJsipHO OHOBJIIOE PeecTp KoHIIEHTpaTiB (PaKTOpIiB 3rOpPTaHHS KPOBI
(Registry of Clotting factor Concentrates), B skomy nepepaxoBaHi BCi IOCTYITHI IPOAYKTH Ta JACTali
iX BUTOTOBJICHHS [3].

4. BOI' He BiImaoTh mepeBary peKOMOIHAHTHUM HAJl KOHIICHTPATaMH 3 IUIa3MU 1 BUOIp MiX ITUMHU
KJIacaMH MPOJIYKTIB MOBUHEH OyTH 3p00JIEHHH BIAMOBITHO 3 MiCLIEBUMU KPUTEPISIMHU.

5. V nmaHumii yac KOHIEHTpaTH Ha OCHOBI IUIa3MU BHPOOJSIOTBHCS BIAMOBIAHO 1O CTaHAAPTIB
HanexxHoi BUpoOHHuoi npaktuku (GMP) 1 maroTh B3ipueBuil piBeHb 6e3mneku o0 Bipycis BUI 1
BI'C.

6. besneka npoaykTy € pe3yabTaToOM 3yCHIIb B JCKIJIbKOX HAIPSIMKaX:

* MOKpAIICHUH Bi10ip JOHOPIB (BUKIIIOYECHHS JOHOPIB 3 pUZUKOM)

* OJIMIIeHI CKPHHIHTOBHMX TECTIB JOHOPIB, Y TOMY YHCHi TecTh HyKieiHoBuX kucioT (THK)

* Tun i KITBKICTH €TaIiB MpoLecy iHaKTHBaIii BipyciB Ta/ab0 BUIATICHHS

7. Pu3uk onocepenKOBaHUX MPIOHAMH 3aXBOPIOBAHb uepe3 MPOAYKTH, MOXIAHI 3 MJIa3MH, iCHye. Y
BIJICYTHOCTI HaJIMHUX TECTiB Uit CKpuHIHTY xBopoOu Kpeitrudensna-Akoda (vCID) i 06e3
BCTAHOBJICHHS €TaIliB BHUPOOHHUIITBA I iHakTHBalii npioHiB vCJD, msg npobnema B naHui yac
BUPIIIYEThCSA NUIIXOM BIJIYYEHHS TUIA3MH JOHOPIB 3 TMIZ03pOI0 HA PHU3HMK. 3 TOSBOIO HOBOI
iHdpopmanii B i ob6macTi, HeEOOXigHA TOCTiHHA OOI3HAHICTh WIOJO TMOTOYHI HAYKOBUX
pexKoMeHaaliid Uil TUX, XTO Oepe ydacTb y HPUHHATTI pIlIEHb, IO CTOCYIOThCS BUOOPY
KOHIIEHTpPATy (hakTopa 3ropTaHHs KPOB1 JUIsl XBOPHX HA FeMOQiito.

Komenmap pobouoi cpynu:
3 memorto ingopmysanns npo HassHicmev 6 Ykpaini 3acobieé 3amicnoi mepanii npu eemoghinii 6
Aoanmosany kainiuny nacmanosgy sxaoueno mamepianu \World Federation of Hemophilia «Registry
of Clotting factor Concentrates» Ninth Edition, 2012 (Peccmp ronyenmpamis ¢haxmopie
320pMAHHsL KPOBI).

Konuentparn ¢paxkropa VIII, onep:xani msixom ocagxenns (PPT), pinbrpanii rearo ado
iI0HHOr0 00MiHY XpOMY

Hassa Komnanis Micne Peectpanisi B Ykpaini*
BHPOOHHUTBA

BioProducts .
Factor 8 Y Lab Elstree, England He 3apeectpoBanmii
Haemosolvate National Durban, South He 32DbeecTDOBAMIL
Factor V111 Bioproducts Africa peectp
HEMORAAS SD | Shanghai C A .
olus H RAAS Shanghai, China He 3apeectpoBanmii
Haemate P CSL Behring Marburg, Germany | He 3apeectpoBanuii
Humate P CSL Behring Marburg, Germany | He 3apeectpoBanmii
Conco-eight-HT Benesis Osaka, Japan He 3apeectpoBanmii
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Hasga Komnamnis Micue Peectpanis B Ykpaini*
BHPOOHMUTBA

Koate DVI Talecris Clayton, NC, USA | He 3apeecTpoBanmii
CSL Melbourne, .

BIOSTATE Biotherapies Australia He 3apeectpoBanmuii
CSL Melbourne, .

TBSF FVIII Biotherapies Australia He 3apeectpoBanmuii

Aleviate CesSL Melbourne, He 3apeectpoBanmuii
Biotherapies Australia peectp

Human

Coagulation Factor CTSL . MEIbou.me’ He 3apeectpoBanmii
Biotherapies Australia

VI

HEMORAAS- IP, | Shanghai C .
SD plus H RAAS Shanghai, China He 3apeectpoBanuii
HEMORAAS-HP, | Shanghai C .
SD plus H RAAS Shanghai, China He 3apeectpoBanmii
GreenEight GreenCross Seoul, Korea He 3apeectpoBanmii
Confact F Kaketsuken Kumamoto, Japan | He 3apeectpoBanuii
Ceptudikar npo aepxaBHy
Baxter . . peectparito Ne331/12-
Immunate BioScience | V'eMa& AUSIa | 505500000, Tepain aii 3
27.12.2012 o 27.12.2017
PeecTtparriline mocBimueHHs
. Ne UA/13025/01/01,
Emoclot D.I. Kedrion Barga, Italy UA/13025/01/02, Tepwis i 3
05.07.2013 mo 05.07.2018
Haemoctin SDH Biotest Dreieich, Germany | He 3apeectpoBaHnuii
Faktor VIII SDH Biotest, Dreieich, .
Intersero He 3apeectpoBanuit
Intersero Germany
Vienna, Austria, Ceprudikar npo nepxaBHy
Stockhom, Sweden | peectparito Ne620/11-
Octanate Octapharma | ¢ | ingolsheim, | 300200000, Tepwis aif 3
France 06.10.2014 mo 17.11.2016
Peectparriiine mocBimueHHs
. . . Ne UA/13081/01/01,
Wilate Octapharma Vienna, Austria UA/13081/01/02, Tepwis aii 3
22.08.2014 o 22.08.2019
FACTANE LFB France He 3apeectpoBanuii
Peectparriiine mocBimueHHs
. : Ne UA/13049/01/01,
Beriate P CSL Behring Marburg, Germany UA/13049/01/02, Tepwis Aii 3
27.09.2013 mo 27.09.2018
Optivate Bio Products Elstree, England He 3apeectpoBanmii

Laboratory

* Cranom Ha 18.07.2016 3a nanumu JI1 «/lep>xaBuuii excieptauit ientp MO3 Ykpainn»



http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=8D718CBD8BA2120AC2257AF40055F4B7
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=8D718CBD8BA2120AC2257AF40055F4B7
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
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http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
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Konuentparn ¢paxkropa VIII pas gikyBanHs xsopoou Binieopanna

Hassa BupoOuuk Peectpanisi B Ykpaini*
Alphanate Grifols (US) He 3apeectpoBanmuii
Biostate CSL Biotherapies He 3apeectpoBanmuii
Factor 8Y Bio Products Laboratory | He 3apeectpoBanuii
Peecrpartiiine mocBimueHHs
Fanhdi Grifols (Sp) UA/13087/01/01, UA/13087/01/02,

UA/13087/01/03, Tepmin aii 3
20.08.2015 no 20.08.2020

Haemate-P/Humate-P CSL Behring

He 3apeectpoBanuit

CeptudikaT mpo aep>kaBHy PEECTPALIIFO

Immunate Baxter BioScience Ne 331/12-300200000, Tepmin aii 3
27.12.2012 no 27.12.2017
PeecTtpartiline mocBiTueHHS

Wilate Octapharma Ne UA/13081/01/01, UA/13081/01/02,
tepMiH aii 3 22.08.2014 o 22.08.2019

Wilfactin LFB (Lille) He 3apeectpoBanmii

* CranoM Ha 18.07.2016 3a nanumu 11 «/lep>xaBuuii ekcrieptauii nentp MO3 Ykpainu»

Konuenrparu gaxkropa VIII

Hassa Komnanis Micue BupoonunrBa | Peecrpanis B Ykpaini*
Alphanate Grifols Los Angeles, CA, USA | He 3apeectpoBanmii
Peecrpariiine
MTOCBITYCHHS
UA/13087/01/01,
Fanhdi Grifols Barcelona, Spain UA/13087/01/02,
UA/13087/01/03, Tepmin
mii 3 20.08.2015 o
20.08.2020
Monoclate P CSL Behring Kankakee, IL, USA He 3apeectpoBanmii
Hemofil M AHF Baxter BioScience | Los Angeles, CA, USA | He 3apeectpoBanuii
Bio Products .
Replenate Laboratory Elstree, England, UK He 3apeectpoBanmuii
Amofil Sanquin OY Sanquin, Amsterdam He 3apeectpoBanmii
Octanativ-M Octapharma Stockholm, Sweden He 3apeectpoBanmii
: Amsterdam, .
Aafact Sanquin Netherlands He 3apeectpoBannii
GreenMono Greencross Corp Seoul, Korea He 3apeectpoBannii

Cross Eight M

Japanese Red Cross

Chitose City, Japan

He 3apeectpoBanuit

* Cranom Ha 18.07.2016 3a nanumu JI1 «Jlep>xaBHuii excieptauit ieHTp MO3 Ykpainn»



http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=8D718CBD8BA2120AC2257AF40055F4B7
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
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Pexom0OinanTHi koHneHTpaTH pakTopa VIII

Hassa Komnanis Micue BHpoOHHIITBA Peectpanis B Ykpaini*
Kogenate FS =
KOGENATE Bayer Berkeley, CA, USA He 3apeectpoBanuit
Bayer (in EU)
Helixate NexGen = : Made by Bayer, N
Helixate ES CSL Behring Berkeley, CA He 3apeectpoBanuiit
Ceprudikar mpo aepkaBHy
Recombinate Baxter Thousand Oaks, CA, peectpaitito Ne 687/12-
rAHF BioScience USA 300200000, Tepmin mii 3
17.08.2012 no 17.08.2017
. Ceprtudikar npo nepxaBHy
Neuchatel, Switzerland .
Advate rAHF PFM Baxter and Thousand Oaks, CA, | PScoibatio Ne M
BioScience USA 300200000, Tepmin aii 3
26.11.2012 mo 26.11.2017
Pfizer Ceprudikar npo nepxaBHy
Xyntha/ReFacto . peectpariiro Ne 870/12-
(previously Stockholm, Sweden R
AF Wyeth) 300200000, Tepmin mii 3
y 06.04.2012 10 06.04.2017

* CranoM Ha 18.07.2016 3a nanumu 11 «/lep>xaBuuii ekcriepTauii uentp MO3 Ykpainn»

KonuenTpart nporpomM0iHOBOro KoMILIeKCY

Hasga Komnamnisn Micue PeCCTpi}.uiﬂ i
BHPOOHUIITBA Ykpaini*
Prothroraas Shanghai RAAS Shanghai, China He 3apeectpoBanmii
Beriplex P/N CSL Behring Marburg, Germany He 3apeectpoBanmii
Haemosolvex National Bioproduct Pinetown, South u .
Factor IX ational Bioproducts Africa € 3apeecTpOBaHUN
Profilnine SD Grifols Los Angeles, CA, He 3apeectpoBanmii

USA

Prothrombinex-VF

CSL Biotherapies

Melbourne, Australia

He 3apeectpoBanuit

Prothrombinex-HT

CSL Biotherapies

Melbourne, Australia

He 3apeectpoBanuit

Prothromplex-T

Baxter BioScience

Vienna, Austria

He 3apeectpoBanuit

Bebulin VH Baxter BioScience Vienna, Austria He 3apeectpoBanmii
HT DEFIX SNBTS Edinburgh, Scotland | He 3apeectpoBanuii
Peectpariiine
MMOCBiTYEHHS
Octaplex Octapharma V_ienna, A_ustria & Ne UA/1£‘15313/01/01,
Lingolsheim, France | Tepmin aii 3
12.03.2015 no
12.03.2020
Facnyne Greencross Corp Seoul, Korea He 3apeectpoBannii
Cofact Sanqu_in (ip Germany and | Amsterdam, He sapeecTposanmii
Austria: Biotest) Netherlands
PPSB-human German Red Cross Sprinae. German 0 .
SD/Nano 300/600 | NSTOB pringe, y © 3apeccTpoBarii
BTAN Complex Kedrion Barga,Italy He 3apeectpoBanmii
KASKADIL LFB France He 3apeectpoBannii



http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=E8371249C14B032DC2257A8600605287
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=E8371249C14B032DC2257A8600605287
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=F29C1D139CD45F8AC2257ADF006E1BE3
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=F29C1D139CD45F8AC2257ADF006E1BE3
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=E7E732D2169180ADC22579EC003E06D7
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=E7E732D2169180ADC22579EC003E06D7
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
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* Cranom Ha 18.07.2016 3a nanumu JI1 «/lep>xaBHuii excrieptauit ientp MO3 Ykpainn»

KonuenTparu, npu3HadeHi 111 BAKOPUCTAHHS y Nali€HTIB 3 iHridiTopamu

HasBa Komnamnis Micne PeecTpanis B Ykpaini*
BUPOOHHMITBA
Peectpariiine mocBiTueHHS
e . . Ne UA/13036/01/01,

FEIBA NF Baxter BioScience | Vienna, Austria UA/13036/01/02, TepMin iii 3
21.08.2013 mo 21.08.2018
Peecrpartiiine mocBigueHHs

NovoSeven = Copenhagen Ne UA/5178/01/03,

Niastase (in Novo Nordisk Degmarkg ’ UA/5178/01/04,

Canada) UA/5178/01/05, Tepmin nii 3

21.10.2011 no 21.10.2016

* Cranom Ha 18.07.2016 3a nanumu 11 «/lep>xaBauii excieptauit ieatp MO3 Yipainn»

Bucokoouuieni konuenrpatu paxropa IX

Haszsa Komnanis Miene PeecTpauist B Ykpaini*
BHPOOHUIITBA
Berinin-P CSL Behring Marburg, Germany | He 3apeectpoBanuii
PeecTtpartiline mocBiTueHHS
Ne UA/13037/01/01,
Immunine Baxter BioScience | Vienna, Austria UA/13037/01/02, UA/13037/01/03,
tepmiH aii 3 21.08.2013 mo
21.08.2018
EI;HA%B_ Shanghai RAAS Shanghai, China He 3apeectpoBanmii
Peecrparriiine mocBiqueHHs
Vienna, Austria & | Ne UA/14330/01/01,
Octanine F Octapharma Lingolsheim, UA/14330/01/02, UA/14330/01/03,
France TepMiH aii 3 16.04.2015 no
16.04.2020
Nanotiv Octapharma Stockholm, Sweden | He 3apeectpoBanmii
MonoFIX-VF | CSL Biotherapies Melbou_rne, He 3apeectpoBanmii
Australia
TBSF FIX CSL Biotherapies | Velooume, He 3apeecTpobanuii
P Australia © 3apeectpo

Christmassin-

He 3apeectpoBanuit

M Benesis Osaka, Japan
PeecTtpartiline mocBiTueHHs
L . Ne UA/13024/01/01,
Aimafix Kedrion Italy UA/13024/01/02, Tepmin i 3
05.07.2013 o 05.07.2018
BETAFACT LFB France He 3apeectpoBanmuit
Haemonine Biotest Dreieich, Germany | He 3apeectpoBanuii
Factor 1X Grifols Barcelona, Spain He 3apeectpoBanmii

Grifols



http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
http://www.drlz.kiev.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=954F63F68B48C18BC2257A4D00689955
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Ha3zga Komnanis Micue PeecTpanis B Ykpaini*
BHPOOHMUTBA

Berinin-P CSL Behring Marburg, Germany | He 3apeectpoBanuii
Haemonine Biotest Dreieich, Germany | He 3apeectpoBanuit
AlphaNine SD | Grifols b%SAAngeles, CA, He 3apeectpoBanuii
Mononine CSL Behring Kankakee, IL, USA | He 3apeectpoBanuii

: Amsterdam The .
Nonafact Sanquin Netherlands He 3apeectpoBanuii
Novact M Kaketsuken Kumamoto, Japan | He 3apeectpoBanuii
\R/Ie:plenlne a BioProducts Lab. Ellitree’ England, He 3apeectpoBanmii

* Cranom Ha 18.07.2016 3a nanumu JI1 «Jlep>xaBauii excrieptauii ieatp MO3 Ykpainn»

PexomOinanTHi koHueHTpaTn axropa IX

HasBa

KoMmnanis

Micue BUpOOHMIITBA

PeecTpauis B Ykpaini*

BeneFIX
Wyeth)

Pfizer (previously

Andover, MA; USA

Ceprudikar npo nepx aBHy
peectparito Ne 873/12-300200000,
tepmin aii 3 23.07.2012 no
23.07.2017

* Cranom Ha 18.07.2016 3a nanumu JI1 «/lep>xaBauii excieptauit ieatp MO3 Yipainn»

Inwi pakTopu 3ropranHs Kposi

Hassa Komnanis Micue Peectpauis B Ykpaini*
BUPOOHUIITBA
Clottagen (fibrinogen) LFB France He 3apeectpoBanmii
Fibrinogen HT Benesis Osaka, Japan He 3apeectpoBanmii

FIBRORAAS(fibrinogen)

Shanghai RAAS

Shanghai, China

He 3apeectpoBanuit

Haemocomplettan P =

Haemocomplettan CSL Behring Marburg, Germany | He 3apeectpoBanuii

HS(fibrinogen)

Factor VII ngter_ Vienna, Austria He 3apeectpoBanmit
BioScience

Factor VII Bio Products Elstree, England He 3apeectpoBanuii

FACTEUR VII LFB France He 3apeectpoBanuit

NovoSeven (=Niastase)
(activated factor VI1I)

NovoNordisk

Copenhagen,
Denmark

Peectpartiiine mocBimueHHs
Ne UA/5178/01/03,
UA/5178/01/04,
UA/5178/01/05, Tepmin aii
321.10.2011 mo
21.10.2016

Factor X P Behring

CSL Berhing

Marburg, Germany

He 3apeectpoBanuit

Factor XI

Bio Products

Elstree, England,
UK

He 3apeecTpoBannii

HEMOLEVEN (Factor XI)

LFB

France

He 3apeectpoBannii
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HaszBa Komnanis Micne Peecrpanis B Ykpaini*
BUPOOHMIITBA
Fibrogammin P
(=Fibrogammin HS) CSL Behring Marburg, Germany | He 3apeectpoBanuit
(Factor XIII)

* Cranom Ha 18.07.2016 3a nanumu JII1 «/lepxaBauii excrieptauii neHTp MO3 Ykpaiau»

AHTHTPOMOOTHYHI 3ac00M

PeecTpanis B

Hasga Kommnanis Micue BUpOOHMITBA Yipaini*
ACLOTINE LFB France He 3apeectpoBanmuii
Anbinex Grifols Barcelona, Spain He 3apeectpoBanmii
Anti-thrombin GreenCross Seoul, Korea He 3apeectpoBanmii
ATIII BPL Elstree, England He 3apeectpoBanmuii
Kybernin P CSL Behring Marburg, Germany He 3apeectpoBanmii
Neuart Benesis Osaka, Japan He 3apeectpoBanmii
Thrombate-111 Talecris Clayton, NC, USA He 3apeectpoBanmuii

Thrombotrol-VF

CSL Biotherapies

Melbourne, Australia

He 3apeectpoBanuii

Anact C (activated

orotein C) Kaketsuken Kumamoto, Japan He 3apeectpoBanmii
Ceprotin Baxter Vienna, Austria He 3apeectpoBanmii
PROTEXEL LFB France He 3apeectpoBannii

* Cranom Ha 18.07.2016 3a nanumu JI1 «/lep>xaBHuit excieptauit ieHTp MO3 Ykpainn»

Buéip npooyxkmy

[Tpu BuOOpPiI, KOHLIEHTPATIiB Ha OCHOBI IUIa3MU HEOOXITHO BpPaxXOBYBaTH SKICTh IUIa3MH 1
BUPOOHUYMIA Tporiec. /[Ba MUTaHHS 3aCIyrOBYIOTh OCOOJIMBOT yBaru:

* YucroTa ponykTy

* Bipyc-iHakTuBaIlis/BUIaTICHHS

Hucmoma

1. UucrtoTa KOHLEHTPATIB CTOCYEThCS BIACOTKAa MOTpiOHOro iHrpenieHTta (Hampukiazn, FVII), B
NOPIBHSAHHI 3 IHIIMMH 1HTpeiEHTaMU.

2. Hemae yHiBepcallbHO Y3rokeHoi Kitacugikalii mpoayKTiB, 3aCHOBaHUX Ha YHUCTOTI.

3. KoHLleHTpaTH Ha pUHKY BiJPI3HIIOTHCS OJMH BiJl OJTHOTO 33 CBOEIO YHCTOTOIO.

4. Jleski mpOAYKTH MalOTh BUCOKHI abo IyXe BHUCOKUH CTYMiHb YHCTOTH HA OJHOMY 3 €TalmiB
BUPOOHHUYOTO TPOIIECY, ajle 3roJloM CTaOLIi3yloThcs albOyMIHOM, SKMHA 3HHXKYE X OCTAaTOUYHY
YUCTOTY. Y LUIOMY, MPOAYKTH 3 OLIbII BHUCOKHM CTYINEHEM YHMCTOTH, SIK MpaBUJIO, MOB'S3aHI 3
HU3BKUM BUXO0JIOM BUPOOHMITBA. L{i KOHIIEHTpATH, OTXKE, JOPOXKHI.

5. KoHlleHTpaTH HMK4YO1 YUCTOTH MOXKYTh NMPU3BOAUTH 0 BUHUKHEHHS aJepriyHuX peakuii [4,5].
[TamienTH, sKi BiI4yBalOTh 1€ HEOAHOPA30BO 3 KOHKPETHUM IPOJAYKTOM, MOXYTh OTPUMATH
KOPUCTh BIJI BBEJCHHS AaHTHUTICTAaMIHHUX 3aco0iB Oe3mocepeqHbO Tiepen BIWBAaHHAM a0o
BUKOPUCTAHHSM KOHLIEHTPATY O1JIbIII BUCOKOT YUCTOTH.

6. Otpumani 3 mia3mu KoHueHTpatd FVIII MoxyTe micTuTH pi3HY KUIBKICTH (akTopa (oH
Binne6panna (VWF). Tomy BaxknuBo BcraHoBUTH BMICT VWEF npoaykTy (SK BUMIpSIHO aKTUBHICTIO
KodakTopa piCTOIETHHY), SIKIIO BiH BUKOPUCTOBYETHCS IS JiKyBaHHs XB [6].

7. Ansa aikyBanns aepiuuty FIX, npenapar, sikuii mictuts Jume FIX, € 0lnbm migxoasmmm,
Hi’K KOHIEHTPATH MNPOTPOMOIHOBOI0 KOMILUIEKCY, fIKIi TakoX MicTaTh iHmi dakropu
3ropranHst KpoBi, Taki sk Fll, FVII i FX, nesiki 3 ikux Mo:KyTh aKTHMBYBaTHCH B Ipoueci
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BupoOHuNTBA. IIpoaykTH, 0 MICTATHL AKTHMBOBaHI (PAKTOPH 3rOPTAHHA KPOBI, MOXKYThb
CIPHYMHSATH CXWIbHICTB 10 TpomMGoemoo.iii. (PiBens 2) [7,8]

8. BipycHa Oe3meka MpOAyKTiB HE MOB'SA3YETHCS 3 YHCTOTO, TIOKU € Ha MICIIX aJeKBaTHI 3aX0U
JKBIJAIi BIpyciB.

Inaxmuesayislnikeioayis eipycie

1. ImakTHBaIis BipyCiB BHOCUTh HaMOUTBIINK BHECOK y O€3IEeKy KOHIICHTPATIB Ha OCHOBI IJIA3MH.
[9].

2. IcHye 3pocraroda TEHEHIIIs BKIIOYATH ABa CHENU(IYHUX €Tanmy 3MEHIIECHHS BipyCiB y MpoIieci
BUPOOHHUIITBA KOHIICHTPATIB.

* TepmooOpoOKka, K MpaBmiio, ePEeKTUBHA MPOTH MIUPOKOTO CIEKTPY BIPYyCiB, SIK 3, Tak 1 0e3
ninigaoi 000s0HKH, B ToMy yucii npotu BIUL, BI'A, BI'B i BI'C.

* O6poOka po3unHHUKOM/MUIOUNMM 3aco0oM edekTuBHa nmpoTu BI'B, BI'C i BIJI, ane He iHaKTHBY€E
Taki BipycH, sik BI'A.

3. Jlesixi BipycH (Taki K JIFOAChKUN mapBoBipyc B19) BimHOCHO cTiiiKi 10 000X THUIIIB OOpOOKH.
XomeH 3 icCHyrOUMX METO/IIB HE MOKE 1HAKTUBYBATH MPIOHH.

4. Hano (ynpTpa) (inpTpallisi MOXKE BUKOPUCTOBYBATHCS AJIsl BUJATICHHS HEBEITMKUX BIPYCIB, TAKHX
SK TIApBOBIPYC, aie MeToaAu (UIbTpaIlii, SIKi BUKOPUCTOBYIOTBCS B JIaHUI Yac, HE yCYBAlOTh PH3UK
nepenayi Bipycis [10].

5. TlpoxykT, CTBOpEHHMII 3a MPOIECOM, SKHi BKJIIOYae B ceOe JBa €Tamd 3HWKCHHS BIPYCHOTO
HABAHTAXXCHHS, HE MOBUHCH PO3TJISIATUCS SK KPAILUi, HDK TOW, SIKUM Ma€ TUIbKA OIHMH eTan
IHaKTHUBAIii BIpYCiB.

6. SIKII0 BUKOPHUCTOBYETHCS TUIBKH OJIMH €Tall, TO Ha I[bOMY €Talll IOBUHHI IHAKTUBYBATUCS BIpyCH
3 1 6e3 JinigHuX 000JIOHOK.

Konuyenmpamu ¢paxmopa VIII

1. Konnenrpatu ¢axrtopa VIII € metogom BuOOpy mpu nikyBaHHi remodimii A.

2. Bci orpumani 3 miasMu NOPOAYKTH, HasBHI B JaHMM vyac Ha puHKY, € B Peectpi BOT
KOHIIEHTpATiB (akTopiB 3ropTanHs kpoBi [3]. [l{ogo moapodulis, BOHM € B IHCTPYKIIii, JOAaHIN 10
TPOJIYKTY.

Jlo3u/seedenns

1. ®nakoHM KOHLIEHTpATY (akTopa JOCTYIHI B 103aX BiJ npuodan3Ho 250 10 3000 oxuHUIb KOXKEH.
2. Ilpn BigcytHocti inridiropa, xo:xua oagunuusi ¢axropa VIII Ha kinorpam macu Tija,
BBe/ICHA BHYTPIllIHLOBEHHO, MiBHINY€E piBeHb mi1a3moBoro ¢gakropa VIII 6umsbko 2 MO/
(PiBenn 4) [11]

3. HamisBuBenenus FVIII ckinagae 6nmu3eko 8-12 rogum.

4. PiBenb (pakTopa nmauieHTa NMOBMHEeH BHMiploBatucs 4epe3 15 xBuiamH micas iHgysii ans
nepeBipku po3paxynkoBoi 103u. (PiBens 4) [11]

5. Jlo3a po3paxoByeTbCs MUITXOM MHOXKEHHS Bard TallieHTa B KUTOrpaMmax Ha OakaHe 3pOCTaHHS
piBHs paktopa B MO/ 1, nomHOoXkeHui Ha 0,5.

Ilpuknao: 50 ke x 40 (MO/on 6asxcanoeo 3pocmannus pieus) * 0,5 = 1000 oounuys FVII. /Jue
mabauyi 8-1 i 8-2 3 npononosamoco pisHsa Gaxkmopa i mpugarocmi 3aAMiHU, HeOOXIOHOI &
3ANeAHCHOCMI 610 MUNy Kposomeui.

6. FVIII cain BBOAMTH MOBiIbHO He IIBU/AIIE, Hixk 3 MJI HA XBWIMHY Yy aopocaux i 100
OJIMHHMIb HA XBHJIHHY Y MaJIeHbKHUX JiTell, a00 sIKk 3a3Ha4eHO B iHCTPYKUil HA NMPOAYKT.
(PiBens 5) [12]

7. HactymnHi 103U B i7ealii MOBUHHI 3acHOBYBaTucs Ha HamiBBuBeneHH1 FVIII 1 Ha BiaHOBIEHHI Y
OKPEeMHX TAI[IEHTIB TOTO YU 1HIIIOTO MPOIYKTY.

8. Kpame Bcroro BukopuctoByBatu Bech ¢urakod FVIII micns po3BenenHs, xoya 6arato npoaykTiB
3AIMIIAIOTHECS CTA0LIBHUMU IICIIS BIIHOBJIEHHS.

9. be3nepepBHa iHdYy3if 103B0JII€ YHUKHYTH MiKiB i NaJiHb i, HA JYMKY AesIKHX JOCJTIIHUKIB,
€ Kpamow i 3pyunimoro. IIpore, mamieHTH 4YacTO NMOBHHHI NepeBipATHCHA OO0 BiIMOBH
Hacoca. (PiBens 3) [13,14]
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10. Be3nepepBHa iH]Y3ist MOKE MPU3BECTU 10 3HIKEHHS 3arajJbHOi KUTbKOCTI BUKOPHUCTOBYBAHOTO
KOHIIEHTpaTy (hakTopa 3ropTaHHs KPOBi 1 MOke OyTH O1IbIII €EKOHOMIYHO €(DEKTUBHOIO y TAIIEHTIB
3 Baxkor (opmoro remodinii [15]. [Ipote, 1ie nmopiBHAHHS €(PEKTUBHOCTI BUTPAT MOXKE 3aJI€kKaATH
B1JI 1031, BUKOPHUCTOBYBAHOT /I O€3MepepBHUX 1 IEPIOIUYHUX OOMFOCHUX BBEJEHBD [16].

11. Moza mns Ge3nepepBHOI iH(Y3iT MigOWpaeThCs Ha MiACTaBI dYacTUX aHami3iB (akrtopa i
po3paxyHKy KiipeHCcy. OCKUIBKH Jyke BHCOKOi umcToTH KoHIeHTpatu FVIII crabinpHi y
BHYTPIIIHPOBEHHUX PO3YMHAX, MpUHANMHI 24-48 roauH npu KIMHATHIA TeMmepaTypi 3 BTPaTolo
aKTUBHOCTI MeHI, Hik Ha 10%, Oe3mepepBHa 1H(Y3is HPOTATOM Takoi K KUIBKOCTI TOJUH
MO>KJTHBA.

Konuyenmpamu FIX

1. Konnearparu FIX € meTomom BuOopy npu JiikyBaHH1 remodinii B.

2. Bci orpumani 3 miasMH TNPOAYKTH, HasBHI B JaHUW 4Yac Ha pUHKY, € B Peectpi BOI
KOHIIEHTpaTIB (akTopiB 3ropTaHHs Kposi. [I{ogo moapoOuis, BOHU € B IHCTPYKIi, HOJAaHINA 10
npoaykry [3].

3. Konnenrparu FIX ginsaThcs Ha qBa Kilacu:

* Yucri konnentparu FIX, siki MoxkyTh OyTH 3 11a3mMu 200 peKOMOIHAaHTHUMU.

» Konnienrpatu FIX, siki Takox mictars dakropu II, VII, IX 1 X, Takox Biomi sSIK KOHIIEHTpaTH
npotpomOiHoBoro komiutiekey (KIIK), siki piqko BUKOPHCTOBYIOTHCS.

4. Kosim me MOJINMBO, BUKOPUCTAHHA 4YHUCTHX KOHUeHTpaTiB FIX kpame pus jgikyBaHHs
remodisii B, na Binminy Bin KIIK (PiBens 2) [7,8], 30kpema, B HACTYMHHX BHIIAJKAX:

= Xipypris,

» 3aXBOPIOBAHHS NICYiHKH,

= TpuBana Tepamis y BACOKHX J103aX,

* [ToepenHiit TpoM603 200 BioOMa TEHIEHIIIS 10 TPOMOO3Y,

= OpHOYacHe 3aCTOCYBaHHS IpenapariB, fKi MalOTh BIOMUH TPOMOOTeHHMH MOTEHLIaN, y TOMY
YyuCIll aHTU(QIOPUHONITUYHI TpenapaTy.

5. Yucri npoayktu FIX He MaioTh pu3uKy TpoM0O03y ab0 TMCEMIHOBAHOI'O BHYTPIIIHbOCYAMHHOTO
3ropTaHHs KpPOBi, KUl MOkKe BUHUKHYTHU IIpu Benukux no3ax KIIK.

Jlo3u/eeedernns

1. ®nakoHM KOHLIEHTpATY pakTopa JOCTYIHI B 103ax BiJ npuoan3Ho 250 10 2000 ofuHUIIb KOXKEH.
2. lpn BiacyrHocti iHriditopa, ko:xkna ogunuusi FIX nHa kinorpam macu Tijia, BBeaeHa
BHYTPIilIHBOBEHHO, MiABUIIY€ piBeHb M1a3M0Boro FIX 6um3sko 1 MO/nu. (PiBens 4) [11]

3. HamiBBuBenenus FVIII ckimanae 6an3eko 18-24 roaux.

4. PiBenb (pakTOpa nmani€cHTa NMOBMHEH BHMiproBaTHcs 4depe3 15 xBuiaumH micasi iHQysii aas
nepeBipku po3paxyHkonoi no3u. (PiBens 4) [11]

5. PexomOinantHuit FIX (rFIX) mae MeHIy BiAHOBIIOBaHICTh, HI’)K MPOAYKTH Ha OCHOBI IUIa3MH,
Tak 1m0 koxxHa ongunuilsl FIX Ha kr macu Tina migaimae aktuBHICTh FIX mpubmmsuo Ha 0,8 MO/ y
nopociux 1 0,7 MO/nn y giteit Bikom 110 15 pokis. [IpuumHa Huk4oi BigHOBIOBaHOCTI TFIX He
30BCiM 3po3ymina [17].

6. 1100 po3paxyBatu 103y, HIOMHOXTE Bary maii€HTa B KiJlorpamMax Ha Oa)kaHe 3pOCTaHHS PiBHS
dakTopa.

Ilpuxnao: 50 ke x 40 (MO/on b6axcanozo 3pocmanns piens) = 2000 oounuys FIX na ocnosi niasmu
kpogi. J{na rFIX ooza 6yoe 2000 + 0.8 (a6o 2000 % 1,25) = 2500 oounuys onsa dopocaux i 2000 ~+
0,7 (abo 2000 x 1,43) = 2860 oounuysv ona oimeu. [us. Tabauyi 8-1 i 8-2 3 pisua ¢paxmopa i
Mpuanocmi 3amiCHOi mepanii 3a1eHCHO 80 MUny Kposomeui.

7. Konuenrpar FIX ciig BBOAMTH NOBUJILHO He IIBH/ALIE, HIZK 3 MJI HA XBHJIMHY y IOPOCJIHX |
100 oquHMUBb HA XBHJIMHY Y MAJICHbKHX JiTeH, a00 K 3a3HA4eHO B IHCTPYKUil HA MPOXYKT.
(PiBens 5) [12]

8. Skmo BukopuctoByerbes KIIK, To #ioro ciig BBOAUTH 3 HA MOJOBHHY MEHIIOIO MIBUAKICTIO. 3a
JeTaJsIMU 3BEpPHITHCA 710 1HCTpYKLii Ha npoayKT. (PiBens 2) [18]

9. Ouumeni koHneHTpatu FIX MOXyTh TakoX BBOJMTHCS NUIIXOM Oe3repepBHOI 1HPY31T (K
koHientpatu FVIII).
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10. ITpu BBemenHi konueHtparty FIX y mamienrtiB 3 aHtu-FIX ixriGitopamu Moxe BUHUKHYTH
ajiepriyHa peakiisi. Y TakuxX Malli€eHTiB BBEACHHS MOBUHHI OyTH 3 3aCTOCYBaHHSM T1IPOKOPTU30HY
[19]. 3mina OpeHay KOHIICHTpATY (pakTopa 3ropTaHHs KPOBI 1HO/II 3MEHIITYE CUMIITOMH.

5.2 IHwi MpoAyKTH MJIa3Mu

1. BOI' miaTpumMy€e BUKOPUCTAHHA (PAKTOPIiB 3rOPpTaHHS HA IepeBary 10 Kpionpeuumiraty
a0o cBizkozamopo:xkenoi miazmu (C3I1) yepe3 no6GoBaHHA 3 MPUBOAY IX SAKOCTI Ta (e3MeKH.
IIpore, B®I' Bu3Hae 1o (akT, MO0 BOHU, AAK i paHille, NMHUPOKO BUKOPHUCTOBYIOTHCS B
KpaiHaxX BChOTO CBITY, /ie BOHH € €IMHUM J0CTYNHUM BapianToMm jdikyBanus. (PiBens 5) [1,2]
2. Kpionpenurmirar i C3I1 He mignaroThcs mporeaypl iHakTHBaIlil BIpyciB (HampukIiaa, oOpooKa mpu
BUCOKIN TemriepaTypi abo pO3UMHHUKAMU/MUIOUMMU 3aC00aMH), 110 MPU3BOAUTH A0 30UIbIICHHS
PHU3HKY Iepeavi BIpyCHHUX MAaTOTEHIB, 10 MA€ iCTOTHE 3HAYCHHS 3 TOBTOPHUMH 1HY31samH [1].

3. Jlesiki KpOKM MOXKYTh OyTH BXKHTI, 100 MiHIMI3yBaTu pHU3HK Iepenadi BipyCHHX maTtoreHis. J{o
HUX B1IHOCSITHCSI:

* [30omAmig MIa3MU J0HOpPA, MOKH ii He Oyzae mepeBipeHO ad0 HaBiTh MOBTOPHO IEPEBIPEHO HA
HasBHicTh aHTUTLT 10 BUJL, rematuty C i HBsAg — npaktuku, Ky BaXKO peai3yBaTu B KpaiHax,
JIe KUTBKICTh TIOBTOPHHX JIOHOPIB € HU3BKOIO.

» Tectu nykneiHoBux kuciaoT (THK) Ha BusiBieHHs BipyCiB € MeTOaMH, sIKi MOTEHIIIIHO Habararo
OUTBII 3HAYYINI JJI1 BUTOTOBJICHHS KPIOMPEIMITITAaTy, HIX JUIS KOHIIEHTPATiB (h)aKTopa, OCKUIBKA
OCTaHHI MiJIaI0ThCs 1HAKTHBAIIi] BipyciB [20].

4. Anepriuni peakii yactinii micius iH}y3ii kpionpeuumniTary, HiX KOHIIeHTpaTiB [21].

Ceidicozamoporcena naama

1. Ockinbku cBixko3amoposkena miazma (C3I1) micTuth yci akTopu 3ropTaHHs KpOBi, BOHA 1HOII
BUKOPUCTOBYETHCS JUIS JTiKyBaHHA AePinuTy (hakTopa 3ropTaHHs.

2. Kpionpeuunirar nepeazknime C3I1 ans jikyBanus remogiiii A. (PiBenn 4) [22]

3. UYepe3 mnoOowBanuHss 3 mnpuBoay Oe3neku Ta skocti C3II, ii BuKopuCTaHHA He
pPeKOMEHIY€EThCsl, AKIO MoxkHa YHukHyTH (PiBenn 4) [23]. Tlpore, ockimbku C3IT i
KplocynepHaTtaHTHa mia3Ma MicTATh FIX, BoHu MOXyTh OyTH 3aCTOCOBaHI IPH JIIKyBaHHI reMopiii
B y kpainax, ski He MOXYyTh c0Oi JI03BOJUTH 3aCTOCyBaHHs KoHueHTparTiB FIX, oTpumanux 3
J1a3MU KPOBI.

4. MosHa 3acTocyBaTH jAeski ¢opmu BipyuuaHoi oOpooku makeriB C3II (y ToMy uucii o6poOku
PO3YMHHUKOM/MHUIOUYHMM 3aCO00M) 1 PEKOMEHIye€ThCS BUKOpPHUCTaHHS 00pobieHux makeTiB. [Ipore,
BipyluiHa oO0poOka MoOK€ TIeBHMM 4YHHOM BIUIMHYTH Ha (DakTopu 3ropTaHHsS KpOBI.
BenukomacmrabHe BUpPOOHUITBO O0OpOOJIEHOI PO3UYMHHUKAMHU/AETEPreHTaMU IJIa3MU  TaKOXK
3HMXKYE MPOIOPIII0 BeMUKUX MynbTiMepiB VWF [24,25].

Jlo3u /6eedenns

1. 1 ma cBI>X0O3aMOPOXKEHOT MJIa3MHU MICTUTH | OJMHUIIO aKTUBHOCTI (hakTopa.

2. Sk npaBuio, Baxko pocsartu piBasa FVII Bume, Hix 30 MO/n nmume 3 C3I1.

3. Baxko nocsrtu piBHiB FIX Bume 25 MO/m.

IpuitHATHOI0 MOYaTKOBO 103010 € 15-20 mur/kr. (PiBens 4) [22]

Kpionpeyunimam

1. Kpionpeuurmitat roTyeTbcsi HOBUIBHUM BiTaBaHHAM cBiXko3amoposkeHoi minazmu (C3IT) npu 4°C
BrpogoBk 10-24 romun. BiH mnpencrtaBisie coOO HEPO3YMHHHN OcCaa 1 BiIOKPEMITIOETHCS
HEHTPUPYTYBAaHHSIM.

2. Kpionpenumitatr MictuTh 3HauHy KuibKicTe FVIII (0au3pko 3-5 MO/mi), VWEF, ¢i6punores, 1
FXII, a ne FIX a6o FXI. OTpuMaHuii cyliepHaTaHT Ha3UBA€ETHCS KPIOCYNEPHATAHTHOIO MJIa3MOI0 1
MICTHUTH 1HIII (hakTOpH 3ropTaHHs Kposi, Taki ak FVII, FIX, FX, 1 FXI.

3. Yepe3 noO0KBaHHSA 3 IPUBOAY 0e3NeKH TAa SIKOCTI KPioNpenUInUTaTy iOoro 3acTOCyBaHHs B
JIKyBaHHi BPO:KEHMX IMOPYIIeHb 3rOPTAHHS KPOBI He PEKOMEHAYETbCHA i Moxke OyTH
BHIIPABIaHO TUIBKH B CHTyallil, KOJIM KOHLEHTPATIB ()aKTOpPiB 3ropTaHHsl KPOBi HeMae.
(PiBenn 4) [1,22,26]
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4. Xoua Oyno omMcaHe MPUIOTYBAHHS  HEBEIUKOro 00’eMy  Bipyc-iHAKTHBOBAHOTO
KPIOIPEIUITNTATy, HEMA€e BIIEBHEHOCTI B TOMY, IIO BiH NMPOMOHYE MEpeBard CTOCOBHO 3araybHOi
BipycHOi Oesmexku abo BUTpAaT 1 KOPHCTI, MOPIBHSHO 3 BHUPOOHHMIITBOM BEIUKOTO 00’€My
KOHIIEHTpaTiB [27].

Jlo3u/seedenns
1. IMaker kpionmpenwumnitaty, npuroroBieauii 3 ogHiel oguauii C3I1 (200-250 M) Moxke micTHTH
70-80 oquuaunns FVIII B 06’ emi 30-40 mut.

5.3 Inwi ¢papmakosioriuni BapianTu

1. Kpim 3BH4aiiHux (akTopiB 3ropTaHHs, B 0araThbOX BUIAJKAX MOXXYTb MaTH BEJIUKE 3HAYCHHS
1HII1 Tpenapatu. Jlo HUX BITHOCSATHCS:

* IECMOTIPECCUH

*TpaHEKCaMOBa KUCIIOTA

* SICHJIOH-aMIHOKaIIPOHOBA KUCIIOTA

Mecmonpecun (DDAVP)

1. Jecmonpecun (1-neamino-8-D-aprinin-BazonpecuH, Takox Bimomuii sk DDAVP) — me
CUHTCTHYHUHN aHAJIOT Ba3OINPECHHY, KUi miasuinye miazmosi piBHi FVIII i pakropa BimneOpanma
[28].

2. DDAVP mo:xe 0yTn MeToa0M BHOOpY NpH JIKYBAHHI MALIEHTIB 3 Jierkow a00 mMoMipHOI0
remodiniero, ko FVIII moxe 6yrn minBuineHuii 10 BiAMOBiIHOT0 TepaneBTUYHOIO PiBHS,
OCKIIKY 103BOJIsIE YHUKHYTH BUTPAT i MOTeHUiliHUX HeOe3NMeK BUKOPUCTAHHS KOHUEHTPATY
¢dakTopa 3ropranus kposi. (PiBens 3) [28,29]

3. lecmonipecuH He énausace Ha pieui FIX 1 He Mae HisIKOT IHHOCTI ipu remodimii B.

4. BianoBiab KOXHOT0 mNami€eHTa HeOOXIIHO TepeBipsATH MNepel TepaneBTHYHOIO
3aCTOCYBAaHHS, OCKIJIbKM cepej Jijel € icToTHi BigMiHHocTi. BinnoBins Ha iHTpanasaabHuii
JIeCMONPECCHH OiIbII Pi3HOMAHITHA i, 0TKe, MeHII nepeadauyBana. (PiBensn 3) [28,29]

5. DDAVP € 0c0011B0 KOpMCHMM NpH JiKyBaHHi a00 npodinakTuui KpoBoTed y HOCIIB
remodiii. (PiBensn 3) [30]

6. Xoua DDAVP He sineH3oBanunii 1yl BAKOPUCTAHHS Ml Yac BariTHOCTI, € J0Ka3M TOro, 10
BiH MOke OyTH 0e3ne4YHO BHMKOPHUCTAHMM IiJ 4Yac MOJIOriB Ta y Mic/IANOJOroBHH mepiox y
BHNAJAKY HOPMAJBLHOI BariTHocTi. Moro 3acTocyBaHHsi il yHMKATH TpH Hpeekjammcii i
eKJIamIcii, Tomy 1o i 6e3 Toro Bucoki piBHi ¢pakropa Bisieopanna. (PiBens 3) [31,32]

7. OueBugHi nepeBaru DDAVP Han nponyktamu miasmMu — 1€ Habarato HMK4a BapTiCcTh 1
BIJICYTHICTh PU3MKY Mepeiadi BIpyCHUX 1H(EKI1H.

8. DDAVP Ttakox Moxxe OyTH KOPUCHUM JJIsl 3yIMHKHA KpPOBOTEUl 1 3MEHIIEHHs 4acy KpOoBOTeUl,
NOB'A3aHOT 3 MOPYIIEHHSMH I'eéMOCTa3y, y TOMY YHCII 3 JIEIKUMHU BPOJDKEHHMH IMOPYLUICHHIMHU
TPOMOOIIUTIB.

9. Pimenns npo BukopuctanHa DDAVP mae 3acHoByBatucs Ha 6aszosiii FVIII, nocsrayromy
301IbIIEHH1 1 HEOOX1/IHIN TPUBAJIOCTI JIKYBaHHS.

Jlo3u/eeedenms

1. Xo4a gecMonpecuH BBOAUTHCS MiJIIKIPHO y OUIBIIOCTI MAIi€HTIB, BIH TAKOXX MOXE BBOIUTHUCS
BHYTPIITHOBEHHO a00 y BUIVIAJI Ha3albHOIrO cripes. BaxinBo BuOpaTu NpaBUIBHUM Mpemnapar,
OCKIUJIBKHU J€SKI MpenapaTu HU3bKO1 J03H 3aCTOCOBYIOTHCS JUISl IHIIMX MEIUYHUX LITeH.

2. BinmoBigHi npenapaty BKIIIOYAIOTh B cede:

= 4 MKI/MJI JUI BHYTPIIIHBOBEHHOT'O BBEJICHHS

= 15 MKI/MJ 17151 BHYTPIIIHBOBEHHOTO Ta MIJIKIPHOTO 3aCTOCYBAaHHS

* 150 MKT 1030BaHUX SIK Ha3aJIbHUI CIIpeit

3. Oana no3a 0,3 MKI/Kr Baru Tijia BHYTPIlIHbOBEHHO a00 MiIIIKIPHO MOKe MiIBHINMTH
piBens FVIIIl B Tpu-micte pasis. (PiBens 4) [28,33]
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4. Ilpu BHYTpimIHBOBEHHOMY 3actocyBaHHI DDAVP 3a3Buuaii po30aBnsioTe mpuHaiiMHi B 50-
100 M1 ¢i310JI0TIYHOTO PO3YMHY 1 BBOJASTH 3a JIOMIOMOTOIO TOBIJIBHOI BHYTPIIIHLOBEHHOT 1H)Y3ii
npotsaroM 20-30 XBUIIUH.

5. Tlix BiAMOBiAiI crocTepiraeThecsi MPUOIM3HO Yepe3 60 XBWIMH TICIS BHYTPIIIHBOBEHHOTO a0o
MiIIKIPHOTO BBEJCHHS.

6. llIBuake noBropHe Bukopucranisi DDAVP nporsirom aekijibkox AHiB MOsKe NPU3BECTH 10
3HMKeHHs1 Bianosini (taxidpuiaakcis). Konnenrparn ¢akropiB MoKyTh 3HaI00MTHCH, KOJIH
OyayTh HeoOXiaHi O0lIb1I BHCOKI piBHi ¢hakTOpa mpoTsirom Tpusasoro nepioay. (PiBens 3) [34]
7. lIBuaka ingys3is MOKe IPU3BECTH 10 TaXiKapii, IPUIUTHBY, TPEMOPY 1 TUCKOM(POPTY B KUBOTI.
8. Omna mo3a nias iHTpaHa3zajabHOro cmpess 1,5 Mr/MJ1 y KOXKHY HI3APIO HiAXOAMTH sl
popocJioro. /st iroAnHM 3 Macor Tijia MeHe 40 Kr, pa3oBoi 103H B OJHY Hi3/IPI0 10CTATHLO.
(PiBenn 4) [35,36]

9. He3axkatoun Ha Te, 10 IHTpaHA3aIbHUHN Mpenapar AOCTYIHUM, IEIKUM Ialll€eHTaM Ba)KKO HOTO
BUKOPHUCTOBYBATH, 1 BIH MOKe OyTH MEHIIT €(heKTUBHUM, HIXK TPH MM AMKIPHOMY BBEJCHHI.

10. Y pesyabrari aHTHAiypeTHM4HOI Ail, 3aTpMMKa BOAM i TrimoHATpieMig MOXKYyTb OyTH
npoodJiemoro. Ilpu moBTOPHOMY BBEACHHI 1031 OCMOJISIPHICTD IJIA3MH i KOHIEHTPALlisi HATPil0
noBuHHI KoHTpoJoBaTHCs. (PiBenb 4) [28,37]

11. Y 6inb1IocTi 1OpOCIuX TinoHaTpiemisi OyBae piako.

12. Yepe3 3atpumky pinman DDVAP ciain BUKOPpUCTOBYBAaTH 3 00€epeKHICTIO Y MaJleHbKUX
AiTed i MPOTMNOKA3aHWUM Yy JiTed J0 JBOX POKiB, sIKi MAKOTh OCOOJMBHH PH3HK CYyI0M,
BTOPUHHHUX BHACJIIOK HAOPSIKY MO3KY Yepe3 3aTpuMKY pinunu. (PiBens 4) [38,39]

13. € npnoBizowiIeHHA NpPO BHUNAAKU TPoMO03y (BKJIAKWYAKW4YM iHPApKT Miokapaa) micias
sBeennss DDAVP. Horo ciin 3acrocoByBatu 3 o6epesknicTio y nanientis 3 CC3 B anamuesi,
a00 sIKi MalOTh PU3UK CePlEeBO-CYMHHUX 3aXBopioBaHb. (PiBensn 4) [33].

Tpanexcamosa Kucinoma

1. TpanekcamoBa KucioTa — 1€ aHTU(PIOPUHOMITHUHUN 3acid, SKUM KOHKYPEHTHO IHTI0ye
aKTHUBAIIIIO MJIa3MIHOT€HY B IUIa3MiH.

2. Bona crpusie cTabiIbHOCTI 3TYCTKY 1 € KOPUCHOIO B SIKOCTI IONOMIXKHOI Tepamnii npu remodiii ta
IHIIKMX MOPYLIEHHSAX 3ropTaHHs KpoBi [40].

3. PeryasipHe JlikyBaHHSI TPAHEKCAMOBOIO KHCJIOTOI0 B SIKOCTI MOHOTepaii He MpeJCTaBJIsA€
HiHHOCTI y npoginakTuni remaprpo3is npu remodiiii. (PiBens 4) [40]

4. IIpore, BoHa Ba:kJIMBa y 00poTh0i 3 KPOBOTEYEl0 3 MOBEPXOHb LIKIPH i CJIM30BUX 000710HOK
(HanmpuKIaJ, KPOBOTEYi B POTOBiil MOPOKHNHI, HOCOBI KpoBoTeYi, MeHoparii). (PiBens 2) [41-
43]

5. TpaHnekcamMoBa KHCJIOTa 0cO0JMBO LIiHHA B YMOBAaX CTOMATOJIOrIYHOI XIpyprii i Moxke
3aCTOCOBYBATHCH /1JIs KOHTPOJII0 KPOBOTEY B POTOBiii MOPOKHMHI, OB'A3aHUX 3 BUCHIIOM 200
Bunajganusam 3y6is. (Pisenn 4) [42,44]

Jlo3u/e6edenns

1. TpaHnekcamMoBa KHCIJIOTa 3a3BMYail IPU3HAYAETHCS y BUIIISIL TaOIETOK TPU-UOTHPHU pa3u Ha JICHb.
Bona Takox MoXke BBOJUTHCS IUIIXOM BHYTPIIIHbOBEHHOI 1H(Y3i11 ABa-TpH pa3u Ha JEHb, & TAKOXK
y BUTJISIZII PIUHU TSI TIOJIOCKAHHS POTA.

2. IInyHKOBO-KHMILIKOBI po3iaau (HyAOTa, OJIOBaHHS YU IMPOHOC) PIAKO MOXYTh BHHHMKATU SIK
noOiyHuil edekT, ane i CUMNTOMU 3BHYAMHO 3HHMKAIOTh, SKIIO J03y 3MeHmUTU. [Ipu
BHYTPIITHBOBEHHOMY BBEZICHHI ii BBOJSATH MOBUIFHO, OCKUIBKM IIBUKE BBEICHHS MOXKE IPU3BECTH
JI0 3a1IaMOPOYEHHS 1 TIMOTEH3I].

3. Jlns 3actocyBaHHS B TeniaTpii TakoXX AOCTYHNHA Y CHpOIi. SIKIO HE JOCTYNHA, MOXHa
MOAPIOHUTH TAOJETKH 1 POZYMHHUTH B YHUCTIM BOJII JUIsl MICI[EBOTO 3aCTOCYBAHHS IIPH KPOBOTEUI 31
CJIN30BO1 0OOJIOHKH.

4. TpanekcaMOBY KHUCIIOTY 4acTO IMPHU3HAYAIOTh MPOTITOM CEMH JIHIB ITCIIsA BUIAJICHHS 3y0iB, 1100
3aro0irTu micisonepaniiHii KpoBOTeYi.

5. TpanekcamoBa KHCJIOTa BUBOJUTHCS Yepe3 HUPKU 1 /7032 MOBHHHA OYTH 3MEHILEHA, SKIIO €
HUPKOBA HEJJOCTATHICTh, 00 YHUKHYTH HaKOIMYEHHS TOKCHYHOCTI.
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6. BuxopucmaHnus mpanekcamosoi Kuciomu npomunoka3ano OJis iKy8aHHs 2emamypii, OCKUIbKY ii
3aCTOCYBaHHS MOXE 3aMo0IrTH PO3YMHEHHIO 3TYCTKIB B CEUOBOAAX, IO MPU3BOIUTH 0 CEPHO3HOT
OOCTPYKTHBHOI yponarii i HOTeHIiIHOT BTpaTH (HYHKII1 HUPOK.

7. Kpim Toro, mpemnapaT MpOTUIIOKAa3aHUI B TOpakKalbHIM Xipyprii, Tak K MOXYTb PO3BUHYTHCH
HEPO3YMHHI TeMAaTOMH.

8. TpanekcaMoOBY KHCJIOTY MOKHA NMPU3HAYATH OKPeMO a00 Pa3oM 3i CTAHIAPTHUMHU J03aMHU
KOHIeHTPaTy (akTopa 3roptanHs Kposi. (PiBens 4) [45]

9. TpanekcaMoOBY KHMCJIOTY He CJIi npu3Ha4YaTu namieHram 3 nepiuurom FIX, siki orpumyroTs
KOHIIEHTPAaTH NMPOTPOMOIHOBOI0 KOMILIEKCY, OCKIIBKH Ileé MOCHJIUTh PU3HK TPOMOoeMOOo.Tii.
(PiBensn 5) [46]

10. Sxmo JgikyBaHHs o0oMa 3aco00aMH BBaKAETHCA HEOOXiIHUM, PEeKOMEHAYEThCS, 00
NpoiIo, npuHaiiMHi, 12 roaun micjasa ocranuboi 1034 AKIIK i TpanekcaMoBOI KHMCJIOTH.
(PiBens 5) [46]

11. Tpom0OoeMOo0Jisi MeHII IMOBIPHA, KOJM TPAHEKCAMOBA KHCJI0TA BHKOPHCTOBYETHCH 3
rFVIla nas noainmennst remocrasy. (PiBenn 4) [47]

Aminokanponoea Kucioma

1. AwminokamnponoBa kuciaotu (AKK) anamoriyHa TpaHEKCaMOBiM KHCIIOTi, ajJié MEHII IITHPOKO
3aCTOCOBYETHCSI, OCKUIBKM Ma€ KOPOTKHU TepioJ]l HamiBpO3Maay B IUIa3Mi, € MEHII TOTYXHOIO 1
Oinb11 TOKcHYHORO [40].

Jlo3u/66edenns

1. EAKK, sx mpaBwiio, BBOAATH JOPOCIHM IEPOPATbHO a00 BHYTPIIIHROBEHHO KOXKHI YOTHPH-
IIiCTh TOAMH 10 MAKCUMYM 24 T//1eHb.

2. Takox nocrymHa y ¢hopmi cuporry 250 mr/mit.

3. I1yHKOBO-KMILIKOBI pO3JIaJi¥ € YaCTUM YCKJIaJIHEHHSIM; 3HIKEHHSI 03 4acTo JIONOMarae.

4. Mionarist — ue piakicHl noOi4yHi1 edeKTH, OB’ sA3aHl 3 TEpari€l0 aMiHOKAIpPOHOBOIO KHCIOTOIO
(ame He TpaHEKCaMOBOi KHCIIOTH), K IpPaBUJIO, BiAOYBAa€ThCS MicCIs BBEAEHHS BHUCOKHX [103
MPOTSITOM JACKITBKOX THXKHIB.

5. MiomaTiss 4acTo OOJICHAa 1 acCOLIIOETHCA 3 MIJBUIIEHUM pIBHEM KpEaTHHKIHA3U 1 HAaBITh
MIOTJIOOIHYPII.

6. Ii npunuHeHHs MOXHA OYiKyBATH, K TibKH MEIMKAMEHTO3HE JIiKYBaHHs MPUITHHEHO.

Komenmap pobouoi zpynu:

B Vkpaini pexombinanmuuti akmueosanuii paxmop s3eopmanns kposi (rFVIIQ) sapeccmposanuii
3a MHH enmaxoe anvgha axmueosanuu (Eptacog alfa (activated)); axmueosanuii xonyenmpam
npompom6inosoco komniexcy (@PCC) zapeccmposanuii 3a MHH «wynmyioua akmugHicms npu
ineiimopax oo ¢axmopy VIII» (Factor VIII inhibitor bypassing activity) awmuinei6imopnuii
KOAYIAMHUL KOMNJLEKC.
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6. JIKYBAHHS CIIEHU®IYHUX KPOBOBUJINBIB

1. KpoBoreui y marieHTiB 3 reModisiero MOKyTh OyTH pi3HHMX Jokamizamiil (auB. Tabmums 1-2 i
Ta6muist 1-3), KoXKHA 3 IKUX BUMArae ocoOJMBOTO JIIKYBaHHS.

2. B sxocTi 3arajgpHOr0 MPUHLUIY B pa3i CHIIbHOI BHYTPIIIHBOT KPOBOTEU1 HEOOXITHO MEPEBIPUTH 1
BIJIHOBUTH PiBEHb I'€MOTJI00IHY B TOW Yac, K IUIAHYIOThCS 1HIII 3aXojau. Bumipu cTabibHOCTI
reMOJUHAMIKH, TaKi K MyJIbC 1 KPOB'STHUI TUCK, HEOOX1THO KOHTPOJIOBATH BiJIITOBITHO J0 TTOKA3iB.

6.1 KpoBoBu/MBH B cyrJi06 (reMapTpo3)

1. KpoBoBminBU B Cyrio0 BHU3HAYAIOTHCS SIK €Mi30[], L0 XapaKTEPU3YEThCS LIBUAKOIO BTPATOO
Jiama3oHy pyXy B MOpPIBHSHHI 3 BHXIAHOIO, 3 OYyIb-SIKOIO 3 HACTYMHHMX KOMOiHamii: Oimb abo
HE3BUYHI BITYYTTS B CYIJI001, BITYyTHA yXJIMHA, 1 TEIUIO IIKIpH HaJ cyriobdom [1].

2. TlouaTok KpoBOTEYI B CYIJ00ax YacTO OIUCYEThCS XBOPUMH SIK BITUYTTS IOKOJIOBAaHHS 1
HaIpy>KEHICTh B cyrno0i. L1 «aypa» mepeaye mosiBi KJIiHIYHUX O3HAK.

3. Haiibinpmn paHHI KIIiHIYHI O3HAKW KPOBOTEYI CYTJIO00IB — 1€ MiJBUIICHHS TEMIIEpaTypu Hal
TUTSTHKOIO 1 TUCKOM(DOPT HpHU PYCi.

4. TTi3HiNI CUMITTOMH 1 03HAKH BKJIFOYAIOTh OUTb Y CIIOKO1, HAOPSK, OONIOYICTh 1 BTPATY PyXy.

5. IloBTOpHa KpOBOTE€Ya BU3HAYAETHCS SIK IOTIPIIEHHS CTaHy HpPU JIKyBaHHI abo mpoTsirom 72
TOJIMH TICJIS TPUMTUHEHHS JTiKyBaHH [ 1].

6. MimeneBuii cyriob — e cyrioo, B skoMmy 0yno 3 1 Oiibliie CIIOHTAaHHUX KPOBOTEY MOCIIIOBHO 32
6-MicsUHMI Tepio.

7. 17 KOHTPOIIO Cyriio0a, 3rUHAHHS, K MPAaBUIIO, € HAHOUIBII 3pDYYHUM MOJIOKEHHAM 1 Oylb-sKa
crpo0a 3MIHUTH 1€ TIOJIOKEHHS BUKIIUKAE CHIIBHIIITNH O17Th.

8. Jlami OyBae BTOpUMHHUI cra3M M's31B, KOJIM MAI[IEHT HaMaraeTbCs MEPelKOIUTH PyXy 1 cyriod
CTa€ «3aMOPOKEHUM.

9. Meroto JIiKyBaHHS FOCTPOro reMapTpo3y € sSIKHaHIBUIIIE 3yMUHUTH KpoBoTeuy. Lle B ineani Mae
CTaTHUCH, K TUIBKYU MAIIIEHT PO3MI3HAE «aypy», a He MICHs oYaTKy HaOpsKy 1 6010,

10. Heo06xiHO OLIHUTH Nalli€eHTa KJIIHIYHO. SIK MpaBMIIo, PEHTIEH 1 YIbTpa3BYyK HE MOKAa3aHi.

11. HeoOxinHo BBeCcTH HeOOXiAHY 103y KOHUEHTpPATy (akrTopa, mod NiABMIMTH PiBeHb
¢akTopa y mauienTa BianmoBigHum ynHom (q1uB. Tadauui 8-1 i 8-2). (PiBensn 2) [2-5]

12. BuznaueHHs1, HaBeqeH B Tabmuii 6-1, peKOMEHAYIOThCS ISl OLIHKM BiIOBII Ha JIKYBaHHS
rocrporo remaprpo3y [1].

13. llonpociTh nauienTa, mood BiH He EPEHOCHB YOIroCh BAKKOI0, He 32CTOCOBYBAB KOMIIpecH
i migusB ypaxkenuii cyri00 sume. (Pisens 3) [4]

14. Po3rnsapTe IMMOO1TI3aI1iI0 CYTJI00a IMIMHO 0 3HUKHEHHS 00JTIO.

15. Jlin/XxonoHi KOMIIpECH MOXYTh OyTH 3aCTOCOBaHI HAaBKOJIO cyrioOa mpotsaroMm 15-20 xBuiInH
KOH1 YOTUPU-LIICTh TOAMH I MOJETHIeHHs 0010, Ko e 0yne kopucHo. He npuknanaiite mifg
npsMo Ha 1kipy [39].

16. SIxkmo KpoBOTEeYa He 3YNMHSAETHLCS, MOKe MOTpedyBaTUCH A0AaTKOBA iHQY3ia. ko e
TaK, BBEAITh MOJOBHHY NMOYATKOBOI HABAHTAKYBAJIbHOI 103H 4epe3 12 rogun (remodiiss A)
a6o uepe3s 24 roqunu (remodiuisi B). (PiBens 3) [4]

17. Tlopanpiia oniHKa HEOOX1HA, KO0 CUMIITOMH MAIliEHTa MPOIOBXKYIOTHCS JIOBILE, HIXK TP JHI.
Crnig po3riisiHyTH HasBHICTh 1HT10ITOPIB, CENTHYHOTO apTPUTy abo Mepesnomy, sIKIIO0 CUMIOTOMHU Ta
pe3yNIbTaTH 30epiratoThCsl.

18. PeaOistiTanisi mOBMHHA NMPOBOAMTHUCH K AKTMBHA YACTUHA JIIKYBAHHS IOCTPOro emi3ony
kpoBoteui. (PiBenn 2) [4,6,7]

* Sk TiabKK OLb 1 HAOPSK MOYMHAIOTH IMOJIETIIIYBATHUCS, NAIIEHTY CJI11 TOPEKOMEHyBaTH 3MIHUTH
MOJIOKEHHS YPaKEHOro cyrioba 3 MO3uLil 3py4HOCTi, (PYHKIIiI, MOCTYIIOBO PO3TMHATU CYIJIo0 1
NParHyTH MTOBHICTIO BUTIPSIMUTH.

= [{e HEOOXiHO POOUTH 3 AKTUBHUM CKOPOYEHHSIM M's31B. SIKIIO € CYyIIPOTHB M'A31B, 3 00€pPEKHICTIO
Moyke OyTH BUKOPUCTAHA JIerka acuBHa JOIIOMOTa.

* PaHHiii akTUBHMIA KOHTPOJIb M's31B HEOOXITHO 3a0X0UYBaTH, 1100 3BECTH J0 MIHIMyMY aTpodito
M's131B 1 3aM00IrTH XPOHIYHY BTpPATy PYXJIUBOCTI CyTiio0a.
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* AKTHBHI BIOpaBH 1 HPONPIONENTHBHE TPEHYBAHHS IOBUHHI MPOJOBXYBATHUCS JI0 HOBHOTO
JIOCSITHEHHST PYXJIMBOCTI Cyriio0a, sik 10 KpOBOTEYi, 1 BIIHOBJICHHHS (YHKINI i 3HUKHEHHS O3HAK
TOCTPOrO CHHOBITY [8].
» Skiio BripaBu 30UTBITYBaTH PO3YMHO, 3aMiCHA Tepallis He 000B'sI3KOBO MOTPiOHA 10 TPEHYBaHHS.

Tabauus 6-1: BusHaueHHs BiAnoBiai Ha JiKyBaHHS rocTporo remaptpo3sy [1]

[ToBHe 3HEOONIOBaHHS MPOTATOM 8 TOJMWH 1/a00 TOBHE 3HUKHEHHS O3HAK
Binminna KpOBOTeUl Micis Mepmoi iH'€KHil 1 He MOTpeOyeTbCs MOJaNblIa Teparis
IIPOTATOM 72 TOJMH.

3HayHe MOJIETIIeHHA 000 1/a00 TMOMIMIIEHHS O3HAK KPOBOTEYI MPOTITOM
NpuOJIM3HO 8 TOAMH TICIS OJHOPA30BOTO BBEACHHS, ajieé MOTPIOHO Oiiblie

Hlodpa OJIHI€T JO3W 3aMiCHOI Tepamii IPOTATOM 72 TOIWH AJIsS MOBHOTO MPUMTUHEHHS
CUMITOMIB.
[TomipHwmii Oinp i/a00 MONIMIIEHHS O3HAK KPOBOTEUl MPOTATOM MPHUOIH3HO §
IMomipua TOJUH Miciis mepuioi iH'ekiii 1 moTpedyeThest OUIbII OHIET 1H'EKIIT MPOTITrOM
72 ronuH, ane 6€3 MOBHOTO MPUIIMHEHHS! CHMIITOMIB.
Histxca BincyrHicts a0 MiHIMallbHE MOMIMIIEHHS, 200 CTaH MOTIPIIYETHCS MPOTITOM

npUOIM3HO § TOMH MICHS EPIIOi 1H'€KII].

IMpumitka: HaBezeHi BHIle BH3HAYCHHS BIAMOBIMI Ha JIIKYBaHHS TOCTPOrO reMapTpo3y IOB’si3aHi 3 ocobamu 3
HeraTuBHHUM iHribiTopoM 3 remodimiero. Lli BU3HaueHHs MOXyTh morpedyBatu Moaudikaii 1 ocié 3 MO3UTHBHUM
IHri0ITOPOM, SIKi OTPUMYIOTh LIYHTYBaHHS, Take SIK FeMOCTATHYHE IOKPUTTS, a00 0cCi0, sIKi OTPUMYIOTh KOHLIEHTPATH
(hakTopa 3 pO3UIUPEHIM IIEPIOIOM HAMIBPO3MATY.

Ilynkuyia cyznoba

1. Ilynkuisa cyrioda (BHAajieHHsI KpPOBi 3 cyrjo6a) Moxke PO3IJISAJATHCH Y HACTYNHHX
cUTYaIlisiX:

* KpPOBOTEYa, HANPYHAKEHHA i Oi1b B cyr;i00i He MoJIermye€Trbcsi BIPOAOBXK 24 TOOMH MicJs
KOHCEPBATHBHOIO JIiIKYBaHHS,

= OlJIb B CYIJIO0i, AKMI He MOJIerIIy€ThCS,

* CBiZOLTBO KOMIIpecii CyAUHHO-HEPBOBHX 3aKiHY€Hb,

* He3BHYAliHe 30iJbIIeHHs] MiceBOI 200 CHCTEMHOI TeMIIEPATYPH Ta iHIIMX O3HAK iHdexkuil
(cenTuunmii aprpur) (piBens 3) [4,9,10].

2. InriGiTopy MOBHHHI PO3IJISAATUCS SK MPUYMHA CTIHKOT KPOBOTEUI, HE3BAXKAIOUM HA a/IeKBATHUI
3amicHMM QakTop. HasBHICTH 1HTiIOITOpIB MOBMHHAa OYTHM BHUKIIIOUEHA MEpe]] CHpOoOOI0 MyHKIIT
cyrinoba.

3. PanHe BUJaNeHHs KpPOBI TEOPETUYHO NOBUHHO 3MEHUIUTH 11 IIKIUIMBUN BIUIMB Ha XpSIl Cyrioda
[10]. Axmro € Benuke HAKOMMUYEHHS KPOBI, 1€ TAKOXK 1 3MEHIIUTD O1Ib.

4. Tlynkuiro cyrioba Haiikpamie poOUTH He3abapoMm MicCisi KPOBOTEUI B CYBOPHX ACENTUYHHMX
YMOBaX.

5. Ilpnm HeoOXigHOCTI NMyHKUHisA cyrjod0a NMOBMHHA OyTM BHMKOHAaHAa Npu PpiBHI ¢akTopa
npuHaiimuai 30-50 MO/an1 nporsirom 48-72 roaun. IlyHkuiio cyrio6a He cain podutm y
BUINIAJAKY, KOJM Takuii 3amicHuili d¢akrop BiacytHiil. I[Ipu HasiBHocTi iHri0iTOpiB iHII
BIANOBIHI reMoCTATH4YHi 32c00M NMOBMHHI 3aCTOCOBYBATHCS 3 NPHBOAY Wi€i mpouexypu, B
Mipy HeoOxinHocTi. (PiBenb 3) [4]

6. IToBuHHI OyTH BUKOPUCTaH1 TOJIKM BEJIMKOIO JiaMeTpy, IpuHaiimMHi, 16-kaniopy,

7. Cyrno6 mae 6yTH IMMOO1TI30BaHHUM 3 JIETKOIO KOMITPECIETO.

8. IlepeHeceHHs BaXKKOTO CIIiJl YHUKATH MPOTATOM 24 - 48 TOAMH.

9. dizioTeparis NOBUHHA OyTH po3MoYara K OMUCaHO BUIIIE.

6.2 KpoBOBHWJIUB Yy M'sI3H
1. KpoBoTteui y M’131 MOXYTh OyTH B OyIb-IKHX M'si3ax Tija, K MPaBUIIO, BiJl MIPSIMOTo yaapy abo
paInTOBOTO PO3TATYBAHHS.
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2. KpoBoTreua B M'sa3ax BHM3HAYA€THCS SK €IMi30J] KPOBOTEYl y M'A3aX, 1 BU3HAYAETHCS KIIHIYHO
Ta/abo Bi3yanbHO. SIK TpaBWIIO, Taka KpOBOTEYA AacCOIIOEThCA 3 OojeM i/abo HaOpsKoMm 1
(GyHKLIOHATbHUMHU OPYIICHHSMH, HAIPUKJIIa KyJIbIaBiCTIO Yepe3 KpOBOTEUY B M s3ax JIUTKH [1].
3. PaHHe BUSBJIEHHSA Ta HaJeXHE JIKYyBaHHS KpPOBOTEY y M'A3aX BaXJIMBI JUIs 3amoOiraHHs
MOCTIHOT KOHTPAKTYpPH, TOBTOPHOI KPOBOTEY1 Ta YTBOPEHHS IICEBAOMYXJINHU.

4. Taki JUISHKM M'A30BUX KPOBOTEY, SIKi aCOLIIOIOTHCS 3 HEPBOBO-CYIMHHUMHU MOPYLIEHHAMH, SIK
rpynu rIMOOKHX M'A31B-3TMHAUIB KiHIIBOK, MOTPEOYIOTh HETraifHOrO JIiKyBaHHSA, 100 3amo0irTu
ypakeHHIo Ta BTpati ¢yHkuii. [{i rpynu BKiIto4yaroTh B cebe:

* KJTyOOBi M's131 (pU3MK Mapaiivyy CTETHOBOIIKIPHOTO HEPBA, TOMIUJIKU, CTErHA)

* BEPXHbO-3a]IHI 1 INTMOOKI 3aH1 BIIIUIH TOMUIKY (PU3UK YPaKEHHS 33 JTHHOTO BEJTUKOTOMUIKOBOTO 1
IHOOKOTO MaJIOTOMIJIKOBOTO HEPBA)

* 3THHAY1 IPYIU M'S31B Mepeautivus (pU3uK imeMiqHoi KoHTpakTypu doapkmanHa)

5. KpoBoTreua moxe BigOyBaTHUCS 1 B OUIBII OBEPXHEBUX M's3aX, TAKUX SK JBOTOJIOBUH M'SI3 IJIeUa,
cTerHa (TPHUIIETIC TOMIJIKH ), TUTKOB1, KBAJPHIICTICH 1 CIIIHMYHI M'SI3H.

6. CuMnromamu M'130BOi KPOBOTEY €:

* 0oJil B M's13aX,

* MATPUMAHHS KiHI[IBKA B KOM(OPTHOMY MOJIOKEHHI,

* CWJIbHUH O171b, SKIIO M'SI3U PO3TATYIOThCHA,

* OiJIb, SIKIIO M'S3M aKTUBHO CKOPOUYYIOTHCS 1 OOIOUICTh MPH MAIBAI] | MOKIIHBI HAOPSKH.

7. Sk MOKHA IIBH/IIE HEOOXITHO MITHATH y NalieHTa piBHI (pakTOpa, B igeasi, KOJIU NALIEHT
po3mnizHae mepui oO3HaKM JAMcKOM@popTy ado micas TpaBMmu. SIKIIO € CyIMHHO-HEPBOBE
YPaXKeHHsl, MiATPUMYBATH PiBHi NPOTAroM mn'siTu-ceMH AHIB a00 AOBIIE, SIK BHMAralTh
cumnTomMu (iuB. Ta6aumi 8-1 i 8-2). (PiBensn 3) [11-13]

8. Po3cabutu ypaxkeHy YaCTHHY KiHLIBKH 1 MIHATH ii y BUIIE MOJIOXKEHHS.

9. Haknactu mmHy Ha M's3u B KOM(OPTHOMY TIOJIOKEHHI 1 MPUCTOCYBATH A0 (DYHKIIII, SIK JO3BOJISIE
O11Ib.

10. Jlin/xonoaHI KOMIIpECH MOXHA BHKOPHUCTOBYBAaTH HAaBKOJIO M'S3iB mpoTsarom 15 - 20 XBHIMH
KO>KHI YOTHPHU-IIICTh TOJIMH IS ToJerieHHs Oomto. He npukianartu i 6e3nocepeHbo Ha HIKIpY.
11. IloBTopHi iH]Y3ii yacTo MOTPiIOHI MPOTIrOM IBOX-TPbOX IHIB abo JOBIIE y pasl, SKIIO
KpOBOT€Ya B KPUTMYHHMX JAUISHKAX BHUKJIMKA€ CHHIPOM IIJBUIIEHOIO THCKY B Oyab-sKii
AQHATOMIYHIN OPOKHUHI; SKIO ) KpoBOTe4a oOmMpHa, noTpidHa peadinitauis. (Pisens 5) [14,15]
12. IlagienTa MOTPiOHO MOCTIHHO KOHTPOJIIOBATH 3 NMPHUBOAY CYAHMHHO-HCPBOBOI'0 YPaKCHHS;
B JIeSIKHX TAKHX BHIAJKAX MOKe 3Han00uTHCs pacuioromis. (PiBens 5) [16,17]

13. PiBeHp remMoriobiHy HEOOXiJHO MEpPEeBIPATH 1 KOPUTYBATH, SKIIO 1€ HEOOXiIHO, OCKUIbKU
M'130B1 KpOBOTEY1 MOXYTbh NMPU3BOAUTH JI0 3HAYHOI BTPATH KPOBI.

14. Pisiorepamio ciaix MOYMHATH SIK TUIBKH OUIb CTHXa€ I NMPOJOBKYBATH IOCTYIOBO
NporpecyBaJiy 10 IOBHOTO BiTHOBJIeHHs M's13iB, cuuim i pynkuii. (PiBens 4) [12,18]

15. 3actocyBaHHsa ¢akTopa B XOJl IIOTO INPOLECY PO3YMHO, SKIIO (hi3ioTepaneBT Mae JOCBiJ
pobotu 3 nikyBaHHAM TeModiii. Mosxe 3Haao0uTHcs muHyBaHHs. [linTpuMmytode KpirsieHHs 0yae
HEOOXI/THO, SIKIIO CTAIOCs YpakKeHHs HepBa.

16. Ilocunenns 6omro mijx yac ¢izioreparnii MOKe CBIIYUTH MPO MOBTOPHY KPOBOTEUY 1 MOBHUHHE
peryisipHo oriHroBaTtucs [19].

Kpoeosunue y kiy6060-nonepexogi m’a3u

1. e Tun KpOBOBWIMBIB y M'Si3M Ma€ yHIKaJbHI NMposiBU. CHMITOMH MOXYTh BKJIIOYAaTH OUb y
HIDKHIN 9acTUHI )KMBOTA, B Iaxy, 1/a00 HIKHIN Y4acTHHI CIMHU 1 OUTb NPU PO3TATYBaHHI, aje He
npu oOepTaHHI Ta30CTErHOBOIo cyrioba. B obmacti MeaianbHOI MOBEPXHI CTErHa MOXYTh OyTH
napectesii a0o 1HII O3HAKW CTHCHEHHS CTErHOBOI'O HEpPBa, TaKi SIK BTpaTa KOJIHHOTO peduiekcy i
CJTa0KICTh YOTHUPHUTOJOBOTO M’si3a. Lli cUMITOMH MOXYTh HaraayBaTH CHMOTOMH TOCTPOTO
aTnieHIUINTY, Y TOMY YHUCIIi TO3UTUBHUM cumnToMm biitomGepra.

2. HeraiiHo HeoOXiqHO mixHATH piBeHb (pakTopa y mamieHrta. [linTTpuMaHHs piBHA NMPOTIATrOM

n'ATH-ceMM IHIB a00 q0BlIe, AK MOTPeOyTh cumnTomu (auB. Tadauui 8-1 i 8-2). (PiBens 4)
[20-22]
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3. Cuain rocmitaji3yBaTH mamieHTa I CHOCTePeKeHHsI i KOHTPO/I0 00J110 i miATpUMyBaTH
cyBopuil moctiibHuii pexkuM. IlepecyBaHHf 3 MMJIMUISAMH He JO0MYCKAETHCS, OCKIIbKH IIe
BHUMarae ckopodenns m'siziB. (PiBenn 4) [20-22]

4. Jlns miaTBepAKeHHS AiarHo3y i MOHITOPHUHIY BiJIHOBJIEHHSI KOPHCHO OOCTeKeHHSl 3a
nonomoror Y3/, KT ado MPT. (PiBens 4) [20-22]

5. O0OMeKMTH AKTMBHICTH NMALIEHTA 10 3HUKHEHHSI 0O0JII0 Ta MOJINMIIEHHS BUTATYBAaHHS
crerHa. PerejqbHuil KOHTpPoabL mporpamu disiorepamii € KiI0YeM [0 BiIHOBJIEHHS
NMOBHOWIHHOI AKTHUBHOCTI Ta (QyHKIIiH i 3anm00iranHsi NOBTOPHIii KpoBoTedi. PekoMeHnayeTbest
Bi/ITHOBJIEHHS] IOBHOTO BUTSATYBAHHS CTerHA, MEPII Hi’K MOBEPHYTHUCS /10 MOBHOI AKTHUBHOCTI.
(PiBenn 4) [20-22]

6. Sxmo 30epiraeTbCsi 3ANUIIKOBHI HEPBOBO-M'A30BUH Je(ilMT, MOJAJIbIIA OPTOMNEIUYHA
MiATPUMKA MOXe OyTH HeoOXiTHa.

6.3 KpoBoBH/JIMB B LIeHTPAJbHY HEPBOBY CHCTEMY/TPaBMAa I'0J10BH

1. L]e negioxknaona meouunoi oonomoeu. Ilepw, niswc oyinrosamu, Heo6XiOHO NiKY8amu.

2. Bci mocT-TpaBMaTH4HI YIIKOJKEHHS TOJIOBH, MiATBEPAKEHI a0 MiJ03pIOBaHi 1 3HA4YHI TOJIOBHI
001 HEOOXiHO JIKYBaTH SIK BHYTpPIIIHbOYEPEIHI KpoBOTedi. PanToBuii cuibHUil Oinb y cruHi
Moyke OyTH MOB'SI3aHMI 3 KPOBOTEUEI0 HABKOJIO CIIMHHOTO MO3Ky. He dekaiiTe MosBH MOJAJIBIINX
CHUMIITOMIB 200 J1a00paTOpHUX 1 PaaioJIOTiYHUX OILIHOK.

3. Hezauno miniiiMiTs piBeHb (akTOpa mnamieHTa NpH 3HAYHIA TpaBmi a0o mnpu mnosiBi
cumnrToMmiB. I[lomanbmi a03m OyayTh 3ajekaTH Bil pe3yabTaTiB MeTOAIB BidyaJi3zamii.
HinTpumyiiTe piBeHb (paKkTOPa 10 BU3HAYEHHSA €Ti0JIOrII. K10 KPOBOTEYA MIATBEPAKYEThCS,
NiAITPUMYBATH BiInoBiAHui piBens pakropa nporsarom 10-14 guiB (auB. Ta6auni 8-1 i 8-2).
(PiBenn 4) [23,24]

4. BHyTpilIHbOYepenHHii KPOBOBHJIUB MO:Ke OyTH MOKA3aHHAM /Jsl TPUBAJIOI BTOPMHHOI
npogdisakTuku (BiJl TPHOX J0 MIECTH MICALIB), 0CO0JHUBO TaM, e CIOCTEPIraeTbcsi BiIHOCHO
BHCOKHIi pU3MK pennauBy (Hanpukiaan, npu HasBHocTi BLJI-indexuii). (PiBens 3) [23,25,26]
S. Heraiine meau4He oOcTexxeHHs1 i rocmitamizaniss He mnorpedyerbes. IloBuHHI OyTHm
npoBeneHi KT ado MPT ronosuHoro mo3ky. HeBpoJioriuni koHcyabTaunii il npusHavaTu
sikomora panimre. (Pisens 4) [27,28]

6. CunpHUi rosIoBHUH O171b MOXKE OYyTH NMPOSIBOM MEHIHTITY y Malll€HTIB 3 0CJIa0JIEHUM IMyHITETOM.

6.4 KoBoBu/iuB B ropJi i mmi

1. I]e Hegioxkna0Ha MeOUUHOI 00NOMO2a, OCKIILKU Ye Modce Npu3secmu 00 00CmMpYKYii OUXATbHUX
winsaxie. Jlikyeamu, neput HidC OYIHIOBAMU.

2. Hezauno minifiMith piBeHb (pakTOpa nmami€HTa, KOJIM € 3HAYHA TPaBMa a00 CHMIITOMH.
IMinTpumyiiTe piBens pakTopa 10 3HMKHEeHHs cuMnToMiB (1uB. Tadauui 8-1 i 8-2). (PiBenn 4)
[15,29,30]

3. locmiTanizamisi Ta oniHka cneniajgicra Mae BaxkjiuBe 3HaveHHst. (PiBens 5) [15]

4. JIns 3ano0iraHHst KpOBOBHJIMBIB Y XBOPHUX 3 TSKKOIO aHTIHOIO, JIIKYBaHHA (pakTopoMm Moxe OyTu
NPU3HAYEHO HAa JIOJIaTOK /10 JOCHIPKEHHS OakTepiaabHOi KyJIbTYypU 1 JIIKYBaHHS BIATOBIIHUMU
aHTHO10TUKAMU.

6.5 T'ocTpi kKpoBoOTEUi HLTYHKOBO-KUIIKOBOr0 TpakTty (IIIKT)

1. Hecaiino niniiimith piBeHb ¢axropa nauienra. I[linTpumyiite piBeHsb pakTopa 10 3ynMHKH
KPOBOBWJINBY i BU3Ha4YeHHsI eTiosorisi (1uB. Tadauni 8-1 i 8-2). (PiBens 4) [31,32]

2. T'ocTpl HITYHKOBO-KUIIKOBI KPOBOTEUl MOXYTh MaTU MPOSBU Y BUIJISAI KPUBaBOI OJIIOBOTH,
KPOB'SSHUCTOT'O BUMIOPOKHEHHS, 200 MENCHH.

3. 3 MPUBOY CUMITOMIB IITYHKOBO-KHIITKOBHX KPOBOTEY Ta/abo TOCTPOUX KPOBOBUJIMBIB B )KUBOTI
NOTPIOHO MeAMYHE OOCTEKEHHS 1, MOYKIJIMBO, TOCITITaTI3AIlis.

4. PiBeHb remMoro0iHy MOBHHEH PETYJSIPHO KOHTpOroBaTucs. JIiKyBaHHs aHeMii Ta IIOKY, B MIpy
HEOOXIJTHOCTI.

5. JlikyBaTu MpUYMHY KPOBOBUJIMBIB, SIK 3a3HAYEHO.
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6. AKK abo TpanekcamMoBa KHCJIOTa MOXKE 3aCTOCOBYBATHUCS B SIKOCTI JJOJJATKOBOT Teparii MawieHTiB
3 pedimurom FVIII 1 mamientiB 3 nedimurom FIX, siki e oTpuMyIOTH JIIKyBaHHSI KOHIICHTpAaTaMU
IPOTPOMOIHOBOTO KOMILIEKCY

6.6 I'ocTpuii yepeBHUIT KPOBOBUJIUB

1. 'octpa abmomiHanbHa (B TOMY YMCII 3a0Y€pPEBHHA) KPOBOTEUA MOXKE IMPOSIBIATUCS OOJSIMU B
KUBOTI Ta 3AyTTSAM JXUBOTA, 1 MOX€ OyTH MOMMIIKOBO MNPHUIHATA 3a HHU3KY IHQEKIIHHHX Ta
XIpypriuHuXx cTaHiB. BoHa MOXXe TaKOXX MPOSBIATHUCS SIK MapaliTUYHA KUIITKOBA HEMPOXIIHICTb.
BiamoBigHi paaionorivyHi OCHIIKEHHS MOXYTh OyTH HEOOXiTHI.

2. Hecanino migiiimits piBHi (daxrTopa y mamienra. IlixTpumyiite piBenn ¢aktopa (IuB.
Tabauui 8-1 i 8-2) no BcraHoBJeHHs1 eTioJiorii i mMpoBoabTe BiAMOBiAHe JliKyBaHHSA B
KOHCYJbTaMii 3i cneniagxicrom. (PiBens 4) [15,29,30]

6.7 O¢gTanbMoJIoriyHi KPOBOBUIUBH

1. Le pinkicTh, SKIIO HE TOB'sI3aH1 3 TPABMOIO 200 iH(EKITiETO.

2. Hezcanno nipilimite piBeHb ¢akrtopa y nauienra. Ilintpumyiite piBenb d¢akropa, sk
3a3HauyeHo (quB. Tadmuui 8-1 i 8-2). (PiBens 4) [15,29,30]

3. Sk MOKHa MIBU/IIIE OTPUMANUTE KOHCYJIbTALII0 Y OPTaIbMOJIOTA.

6.8 HupkoBi kpoBoTeui

1. JlikyiiTe 0e300/icHy remMarTypil0 NpM HOBHOMY [IOTPMMAHHI HNOCTUJIBLHOIO PpexXUMY i
eHepriiHoi rigparauii (3 a/M2 noBepxHi Tisia) nporsarom 48 ronun. Yuukaiitre DDAVP, npun
inTeHcuBHiii rigparauii (PiBenn 4) [33]

2. MignimiTh piBHi pakTopa y manienta (aus. Tadauui 8-1 i 8-2), sikuio € 01 a00 mocriiina
MaKporeMartypisi, CTe:KTe 3a 3rycTKamMM i o0CTpykuielo cedoBuBigHux uuisixis. (PiBenn 4)
[33,34]

3. He BukopucroByiiTe anTH(iOpuHOTiTHYHNX 3ac00iB. (PiBens 4) [33]

4. Ouinka ypojora Mae BaKJIUBE 3HAUEHHsS MM OI[IHKU JIOKAJIbHOI MPUYMHHU, SIKIIO TeMaTypis
(3HayHa a0 MIKpOCKOITuHA) 30epiraeThbcs abo SKIIO € TTOBTOPHI €Ii30/IH.

6.9 KpoBoBu/IMBH B POTOBIiii MOpOKHUHI

1. PaHHs KOHCyJbTalLlisl y cTOMaTojiora abo HIeIeNHO-IUIBOBOIO Xipypra Ma€ BaXJIMBE 3HAUEHHS
JUIsl BU3HAUYEHHS JpKepena KpoBoredl. HallGu1bIl mompeHuMH IPUUNHAMY €:

* BHJIaJICHHSI 3YO0iB,

* KPOBOTOYMBICTb SICEH YaCTO Y€pe3 MOraHy Tiri€eHy MOPOXHUHU POTa,

* TpaBMa.

2. Micuese JiKyBaHHSI IOBUHHO PO3TJIsAaTHCS JUIs JIKyBaHHS KpoBoTed. BOoHO MOXe BKIIIOYATH:

* MpsiMEe NPUTHCKaHHA 00JacTi 3a JIOMOMOIOI0 BOJOIOro MapjeBOro TaMIIOHY, MiATPUMYBATHCS
MPOTATOM HE MEHIIE 15 XBUIUH,

* [IIBH, 1100 3aKpUTH paHy,

* 3ACTOCYBAHHS MICIIE€BHX T€MOCTATHYHHX 3aCO01B,

= aHTHO10THKH, 0COOJIMBO MPHU KPOBOTEUAX SICEH Uepe3 MOraHy TirieHy MOpOKHUHU pOTa,

= 3acrocyBaHHs AKK abo TpaHekcaMoBO1 KUCIIOTH SIK P1IMHU AJIs IOJIOCKAHHS pOTa.

3. BianosiaHa 1032 napareraMmoiy/aleTaMiHoQeHy T0ImoMoXke KOHTPOJIIOBATH OlTb.

4. AnTidiOpiHOoTiTHYHI 3ac00M He NMOBHUHHI 3aCTOCOBYBATHUCSI CHCTEMHO Yy MAIli€HTIB 3
pepinurom FIX, saxki mnpoxoaaTs JiKyBaHHsI 3 BEeJIMKMMHM [03aMHM KOHLEHTPATIB
NPOTPOMOIHOBOI0 KOMILIEKCY 200 y NALI€HTIB 3 iHridiTopamu, IKUX JiKylOTh AKTHUBOBAHUMH
KOHIeHTpaTamu nporpoMoinoBoro kommiekcy (AKIIK). (Pisens 4) [35,36]

5. Moe 3Ha100uTHCS 3aMICHUH QakTop 3a MPU3HAYEHHSIM LEHTPY reModiii.

6. Ilepopaabni AKK a6o TpaHekcaMoBa KHCJI0Ta NOBMHHI 3aCTOCOBYBAaTHCSl B pa3i morpedu.
(PiBensn 4) [37,38]

7. IlopagpTe NmaieHTy He KOBTATH KPOB.

8. IlopanbTe MalieHTy YHMKATH BUKOPUCTAHHS PIAMHM Ui MOJOCKAHHS pOTa 0 HACTYIHOIO JHS
iCJIsl 3yIIUHKHA KPOBOTEUI.
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9. IlopaagpTe MarieHTy icTH M'AKy 1KY IPOTATOM JIEKIJIbKOX JIHIB.
10. Ominka 1 JikyBaHHSI aHEMIT SIK 3a3HAYEHO.

6.10 HocoBa kpoBoTeua

1. HaxuniTh rojioBy mami€eHTa BIepe], 00 YHUKHYTH NMPOKOBTYBAaHHsS KpPOBI 1 MOMPOCITH HOTO
aKypaTHO BHIYTH claOki 3rycTkd. I[iITBHO MPHUTHCHITH Mapiro, 3MOYECHY B KpHXKaHIA BOAL 0
nepeHbOo1 M'sIKO1 YaCTUHU Hoca npoTsrom 10-20 xBuUIMH.

2. ®dakTop 3amicHOI Tepamii He 3aBXIW HEOOXITHMM, SKIO KpPOBOTEYa HE Ba)kka ab0 MOBTOpHA
[15,29].

3. AHTHTICTaMiHHI TIpenapaTy i TPOTHHAOPSIKOBI 3aCO0M KOPHCHI 3 PUBOJIY KPOBOTEY, OB’ I3aHUX
3 anepriero, IHPEKIIIMHA BEPXHIX JUXATBHHUX IIISXiB 200 3MiHAMU CE30HIB.

4. Sxmo kpoBoTeua TpuBajia ab0 dYacTa, HEOOXIIHO OILIHWTH MO0 JIIKyBaHHS aHeMii, 5K
3a3HAYCHO.

5. AKK abo TpaHekcamoBa KHCIIOTa 3aCTOCOBYIOThCS JIOKAJIBHO.

6. IIpOKOHCYIBTYHTECS 3 OTOJAPWHTOJIOTOM, SIKIIO KPOBOTEYA € CTIMKOI a00 pPeruInBYIOUOIO.
[lepenniit abo 3aHii TaMIIOH MOXe OyTH HEOOX1THUM 715 3YIIMHKU KPOBOTEUI.

7. HocoBux KpOBOTEY YacTO MOXHA 3alO0TH IUISXOM 30UTBIIEHHS BOJOTOCTI HABKOJIHMIIHBOTO
CEpeOBHINA, 3aCTOCOBYIOUHM Telli (HAmpUKIaj, BazeliH a0bo (i3iooriyHui po3uMH) Ha CIIHU30BY
000JI0HKY HOCa, 11100 30eperTu BoJory, ado COIbOBUI CIIpEH.

6.11 KpoBoBu/IMBH y M'sIKi TKAHUHH

1. CumniTomu 3ajekaTh BiJl MiCII KpOBOTEY.

2. Teparmis 3amicHUM (aKTOPOM HE € HEOOXI1THOI MPHU KPOBOTEUI MOBEPXHEBUX M'SIKUX TKAHHH.
Moske OyTH KOpUCHUM NpUTUCKaHHA 1 7111 [15,29].

3. OwuiHiTh NaIi€HTa Ha CTYIiHb TSHYKKOCTI KPOBOBMIIMBY 1 MOXKITMBE 3aJTydeHHS M'sA31B a00 HEPBOBO-
CyIUHHOI y4yacTi. BUKITIOUITE MOXKITUBI TPAaBMHU B 00J1aCTAX, IO MICTAThH KUTTEBO BAXKIIMBI OpTraHu,
TakKi K royioBa abo >KUBIT.

4. Binkputa KpoBOTe€uYa, HAMpPUKIAA, B 3a0UE€PEBUHHOMY IPOCTOPi, MOILIOHI, CIAHUIMX abo
CTeTHaX, MOXX€ TNPHU3BECTH J0 BEIUKOi BTpaTh KpoBi. HeraitHo 3acTocoByiite daxTop, SKIIO
Hi103PIOETHCS TaKa CUTYaITisl.

5. PiBeHb remMorio0iHy 1 )KMUTT€BO BaXKJIUBI (QYHKIIIT CIT1/1 pETYIIPHO KOHTPOIIOBATH.

6.12 Panu i cagna

1. JlikyBaTH NOBEPXHEBI PaHU CIIJI OUMINEHHSM paHU, HATUCKAHHSAM Ha paHy 1 MPHUKIAIACHHSAM
IiacTypa Juis 3BeJIeHHs KpaiB paH.

2. IIpu rau0oKUX pBaHUX paHax MigHIMITHL piBeHb pakTopa (auB. Tabauui 8-1 i 8-2), a motim
3ammiite. (PiBens 4) [15,29,30]

3. I1IBu MO>XHA BUJIQIUTH MPH 3aCTOCYBaHHI KOHIIEHTpATy (hakTopa.
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7. YCKJIAJTHEHHSA TEMO®LIII

7.1 YcekaaaHeHHs 3 00Ky ONIOPHO-PYXOBOI'0 anapary

1. Haii6Ginp1 momupeHi Miclist KpOBOTEY1 — 1€ CYTJIOOH 1 M'sI3U KIHITIBOK.

2. B 3anexHOCTI Bi TSDKKOCTI 3aXBOPIOBAHHS, KPOBOTEYI MOXYTh OyTH YacTUMH 1 0€3 BHIUMOI
npuuray (Tadm. 1-1).

3. 'V nmiteii 3 Baxkow (opmoro remodinii mepmuii remMapTpo3 3a3BU4ail BUHUKAE, KOJU JAUTHHA
MMOYHMHAE MTOB3aTH 1 XOIUTH: K MMPABUJIIO, /IO IBOX POKIB, aJIe 1HOI i3HIIIIE.

4. SIkuo HeaaeKBaTHO JIIKYBaTH, IIOBTOPHI KPOBOTEUl MPU3BEAYTH JI0 MPOTPECUBHOTO MOTiPIICHHS
cyrio0iB 1 M's3iB, CHJIBHOI BTpatu (YHKII Yy 3B'I3Ky 3 BTpaTor pyXxy, arpodii M's3iB, 0oJro,
nedopmariii cyriao06iB i KOHTPAKTYpP MPOTATOM MEPILIMX OJHOTO-ABOX JACCITUIITh KUTTA [ 1, 2].

Cunogim

1.ITlicns roctporo remMapTpo3y CHHOBIadbHAa OOOJIOHKA 3aIlallfOEThCS, TIMEPEMIZYEThCA 1 JTyKe
HaOpsiKae.

2. HeBnaua y JiKyBaHHI FOCTPOrO CHHOBITY MOYE NPU3BECTH J0 MOBTOPHHUX reMapTpo3is [1, 2].

3. Ha mpoMmy erarri cyrino0 morpedye 3aXucTy 3a JOMOMOTOI0 3OMHOI IITMHK 200 TYTroi MepeB'sI3Ku.
4. AXTUBHICTb NMOBMHHA OyTH 0OMeXeHa, TOKH HaOpsK 1 TemrepaTrypa cyrioda He TOBEPHYTHCS 10
0a30BUX piBHIB.

5.V neskux Bunazakax inrioiropu L{OI'-2 MmoxyTh OyTH KOpHCHI.

6. Jliana3zon pyxy 30epiraerbcsi Ha paHHIX cTamisx. AudepeHiialis Mixk TeMapTpo30M i CHHOBITOM
IPOBAIUTHCS LIUIXOM JIETAIBHOTO OISy Cyriiooa.

7. HasiBHICTB cuHOBianbHOI TinepTpodii moxe Oyt miarBepmxena Y3/ abo MPT. PentreHorpamu
1 0co6mBo MPT nomoMoxyTh BU3HAUUTH CTYIIHb KICTKOBO-XPSIIIOBUX 3MiH.

8. Ilpm mOBTOpHIA KpOBOTEYI CHHOBiaJibHA OOOJIOHKA CTa€ XPOHIYHO 3aMaJeHO i
rineprpodoBaHoio, a cyriodbu omyxui (LI HaOpAKH, SK MPaBHIO, HE HAIMPYXKEHI, 1 HE 0COOIUBO
00J1t041): 11€ XpOHIYHUN CHHOBIT.

9. 31 301UIbIIEHHSIM NYXJUHH, YpaKeHHs cyrio0a, aTpodis M'A3iB 1 BTpaTa pyxy HpOTrpecyroThb y
XPOHIYHY reMoQ1IbHY apTpOMnariio.

10. MeTtoro JiKyBaHHSl € [Ie3aKTHBYBATH CHHOBiaJIbHYy O0OJIOHKHM SIK MOKHA IIBHALIE i
30epertu pyHkiiw cyrioda (pisens 5) [3, 4]. Onuii BK.I110YA0OTH:

* 3aMiCHMH KOHIEHTPAT (paKkTOpa B igeani NPU3HAYAKOTh 3 4aCTOTOIO i B 103X, JOCTATHIX A/
3anodiraHHsi penuIuBY KpoBoTedi (piBeHs 2) [5-8]

= SIKIIO KOHLEHTpAaTH € B JIOCTAaTHIX J03aX, KOPOTKI KypcH JiKyBaHHS (6-8 TH)KHIB) BTOPHMHHOI
npOo(dUIAKTUKU 3 IHTEHCUBHOIO (1310TEPAITI€0 € KOPUCHUMM.

* piziorepanin (PiBens 2) [9, 10], B Tomy uncii:

° [[0JIEHH1 ()13UYH1 BIIPaBH JUIsl MOMIMIIEHHS M'I30BOT CUJIU 1 MIATPUMKHU PYXJIUBOCTI CyTii00a,

= METOJM JIIKYBaHHS JJIs1 3MEHILIEHHs] BTOPUHHOT'O 3aMajieHHs], Ipu HasgBHOCTI [11],

° (pyHKL1OHANbHE TpeHyBaHHS [12];

= KypC HECTepOiAHMX MpoTH3anagbHUX 3aco0iB (iHridiropum LIOI'-2), sKi MOXYyTh 3MEHIIUTH
sananenns (Pisens 2) [13, 14],

* (yHKIIOHAJTBHI KPIIUIEHHS, K1 JO3BOJISIOTH CYIJIo0y pyxaTHcs, aje oOMEeXYIOTh PyXH B KiHII
niana3oHy, B HHMX CHHOBIaJlbHa OOOJIOHKM 3aTHUCKA€ThCA, 1 SKI MOXYTh 3amoOIrTH HOBHUM
KpoBoTeuam [15],

* CIHOBEKTOMISl.

Cunosexmomis

1. CuHOBeKTOMIIO CJiI PO3IJSiAATH, SIKIIO0 XPOHIYHMN CHHOBIT 30epiraerbcs NMpM YacTHUX
KPOBOTEeYaX i He KOHTPOJIOETHLCS 3a J0NMOMOro iHmmx 3aco6iB. Bapiantu cinoBekTOMIl
BKJIIOYAKOTH XiMiyHMI a00 panioi3oTonHuil CHHOBiOpTe3 i apTpockomiuHy ado BiAKpHTY
xipypriuny cinoBekTomis. (PiBenn 4) [16,17]

2. Hexipypriuaa CHHOBEKTOMIsI € TIPOLIEAYPOIO BHOODY.
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3. PanioizoTonHa ciHOBeKTOMisl, ika BUKOPUCTOBY€E YUCTHI OeTa-BunpominoBay (¢pocdop-32
a0o iTpiii-90), € ayxe epekTHBHUM, MA€E MaJI0 MOOIYHUX e(eKTIB i MOKe NMPOBOAUTHCH B
amo0yJaropuux ymoBax. (PiBenn 4) [18, 19]

* PazoBoi n03u (akTopa 3ropTaHHs KpOBi 4acTo OyBa€ JOCTATHBO JISi OJJHOPA30BOTO BBEICHHS
130TOITY.

» Peabimitaiisi € MEHIII 1HTEHCUBHOKO, HIK IMCIIA XipypriuHOi CHHOBEKTOMIi, ajie moTpiOHa, 1100
JOTIOMOITH  TAIIEHTy BIJHOBUTHM CHJIM, TIPOMpiOUENnIiro 1 HopMaidbHEe (yHKIIOHATBHE
BUKOPHUCTAHHS Cyriio0a.

4. SIxmio panioi3oTONHE JIKYBaHHSA HE JOCTYIHE, XIMIYHHHA CHHOBIOpTE3 3 pHdaMminuHOM abo
OKCHTETPAIUKIIHY TiAPOXIOPHIOM € IMiIXOASIIO0K anbrepHaTiBoo [20, 21].

* XiMiYHUH CHHOBIOPTE3 BKJIFOYAE MIOTHKHEBI 1H'EKIIIT IO TOBHOTO KOHTPOIIIO CHHOBITY.

= [{i Gosrroui iH'eKIIiT BUMararoTh BHYTPIIIHbOCYTJIOOOBOTO BBEICHHS KCHIIOKATHY 3a KUIbKA XBUJIUH
o0 iH'ekmii  ckuepo3yoyoro  3aco0y, — NepopalbHUX — aHAJIBIETHKIB  (KOMOiHawis
areraMiHo(eHy/mapareraMoy 1 OImioiliB) 1 J03M KOHIICHTpATy (pakTopa 3ropTaHHs KpPOBI MEpe
KOXKHOIO 1H'€KIIIETO.

* Husbka BapTicTh XIMIYHOTO 3ac00y KOMIIGHCYETHCS HEOOXITHICTIO Oararopa3oBHUX 1H'€KIIii
KOHIIEHTpaTy (hakTopa.

* PexoMeHTyeThCs peadiniTallisi, SK OMUCAHO IS PaJl0aKTUBHOT CHHOBEKTOMII.

5. XipypriuHa CiHOBEKTOMis, OyJb TO BIIKpUTA, YM apTPOCKOIMIYHA, NOTPEeOy€e BEIMKOTO 3aracy
dakTopa 3ropTaHHs KpOBi [UIsl omepalii 1 TpuBaioro nepioay peadiritamii. [Ipoueaypa noBuHHa
BUKOHYBATHCS JIOCBITYEHOK KOMAHJIOK B CIICI[iaJli30BAaHOMY ILIEHTPi JiKyBaHHS remodimii. Bona
pPO3TISAAETbCA TUIBKU TOMAl, KOJHM 1HII, MEHII 1HBa3WBHI 1 HE MeHII e(eKTHBHI MpoLexypU
BUSIBIJTUCS] HEBIAJTUMHU.

Xponiuna cemoginona apmponamis

1. XpoHniyHa remo(isibHa apTponaris MOXKe PO3BUHYTHCS B Oy/b-SIKHH Yac 3 APYyroi JeKaau >KUTTS
(a 1HOAI ¥ paHillle), B 3aJIEXHOCTI BiJl Ba)KKOCTI KPOBOTEYI Ta ii JIIKyBaHHSI.

2. Ileit mporec NpUBOAUTHCSA B pyX Oe3mocepeHiM BIUIMBOM KPOBI Ha CyrJ000BHI XpsIl Mija dac
remaptpo3y [1,2] 1 mocuTtoeThCsl CTIMKUM XPOHIYHUM CHHOBITOM 1 PELIMIUBYIOYMM TeMapTpPO30M,
1110 MPU3BOAUTH J10 HEOOOPOTHUX YIIKOJIKEHb.

3. 3 mporpecyBaHHSAM BTPaTH Xpsillla PO3BUBAETHCS MPOTPECUBHIM CTaH apTPUTY, KUK BKITIOYAE:

* BTOPUHHI KOHTPAKTYpH M'KUX TKaHUH

= atpodiro M's131B

= KyTOBI Aedopmartii

4. lepopmariisi TakoXk MOXKE MOCHIIIOBATHCS 33 PaXyHOK KOHTPAaKTYpH TIC/s M’S30BHX KPOBOTEY
abo Heliponarii.

5. Brpatu pyxy € 3aragbHOI0 3 KOHTPAaKTYpOIO 3TMHAHHS, IO BUKIMKAE HAWOUIBIN 3HAYYIILY
(GyHKIIOHATILHY BTpAaTYy.

6. PyxnuBICTh Cyryi00iB 1 IEPEHECEHHSI Baru MOXKYTb OyTH JAy*e OONI0OUHNMHU.

7. 3 moripuieHHAIM cyrio0iB HaOpsiK BUHHUKAE y 3B'SI3KY 3 MporpecyrounM ¢Gpidpo3oM CHHOBIAIbHOL
000JIOHKH 1 KaIlCyJu.

8. SKm1o cyrio6 crae aHKiII30BaHUM, O171b MOXKE 3MEHIIUTHCS 00 MPUITMHUTHUCS.

9. Pentrenorpagiydi 03HaKM XpOHIYHOI reMOo(DIbHOT apTponarii 3ajiexaTh BiJ cTadll ypasKeHHS.

* PeHTrenorpama nokaxxe TUTBKH MMi3HI KICTKOBO-XPAIIOBI 3MiHM [22, 23].

» V3]1 abo MPT nokaxe paHHi 3MiHH M'SIKUX TKaHUH 1 KICTKOBO-XPAIIOBI 3MiHU [24-26].

= 3BY>XEHHS XPSAIIOBOrO MPOCTOPY Oy/ie BapitoBaTUCS BiJl MiHIMAJIBHOTO J0 MIOBHOI BTPATH.

= Epo3is KicToK 1 CyOXOHApaibHI KICTH KICTOK OYAYTh PO3BUBATHCS, BUKIMKAIOYH PO3PUB IMOBEPXHI
cyrno0a, 110 MOKe MPU3BECTH JI0 KYTOBUX Je(opmaltiil.

= Moxxe 0ytu ¢10po3HUIA/KICTKOBUI aHK1103 [27].

10. MeToto JiKyBaHHS € MOMINIIeHHs QyHKIIT Cyrio0iB, MOJETIIeHHs OO0 1 T0oMOora MarieHToB1
MIPOJIOBXKUTH/BITHOBUTH HOPMAJIbHY aKTUBHICTh Y TIOBCSIKJICHHOMY JKHUTTI.

11. BapianTtu nikyBaHHS XpOHIYHOTO reMO(iIbHOI apTpomaTii 3aJIeXKaTh Bif:

* cTajii cTany,

* CUMIITOMIB IAI[I€HTA,
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* BIUTMBY Ha CIOCI0 )KHUTTA MarieHTa i PyHKIIOHAIBHY 31aTHICTb,

* HASIBHUX PECYPCIB.

12. Biab noTpioHO KOHTPOIWBATH BiANMoBiTHUMHU aHajabreTukamu. [leski inrioitopu HOTI-2
MOKYTh OyTH BMKOPHUCTAHI JJf MoJiermieHHs 00,10 B cyrjodax (auB. «biaby»). (PiBeHb 2)
[13,14]

13. KonrposboBaHna ¢isiorepamiss 3 MeT010 30epesKeHHSI M'SI30BOI CHJIM Ta (PYHKUIOHAJIBLHOI
31aTHOCTI € Jy:Ke BaKJIMBOK YACTHHOKW JIKYBaHHSl Ha JaHoMmy erami. BropunHa
npodiakTuka MoKe 3HAA0OMTHCH, SKIIO B pe3yabrari ¢isioTepanmii OyBae penuaus
kpoBoteui. (PiBenn 2) [9,10]

14. IHmni KoHCepBaTHBHI METOAM JIIKyBaHHS BKIIFOYAIOTh:

* OCJTiZJOBHE (hOpMYBaHHs JJIsl HAJIAaHHS JOTIOMOTH Y BHIIPaBJICHH1 nedopmartiii [28, 29],

* KPITUICHHS Ta MPOTE3yBaHHS JIJIs MIATPUMKH OOJIFOYMX 1 HeCTaOlIbHUX cyryIo0iB [15],

* MUTHI 200 3aco0M, M0 MOJIETIIYIOTh MOOITBHICTh, 00 3MEHIINTH HABAaHTAXXCHHS Ha HECYdYi
cyriaoou,

* QIaNTalilo 10 HaBKOJHMIIHHOTO CEPEJOBHINA B HIKOJI, BAOMa abo Ha poOOoTi 1y 3a0e3meueHHs
MOJKJIMBOCTI y4acTi B TPOMAJCBHKIM isSUIBHOCTI Ta 3alHATOCTI 1 MOJETHICHHS MOBCSIKICHHOI
akTuBHOCTI [30].

15. Sxmo 1i KOHCepBaTHBHI 3aX0AM He 3a0e3MeuyloTh 3aJ0BUIBHOTO TMOJETHmIeHHS 000 1
noJinmeHHst (yHKIIOHYBaHHS, MOXXe OyTH pO3IJSHYTe XipypridHe BTpy4YaHHsS. Xipypridsi
MPOLEAYPH, B 3aJIC)KHOCTI BiJ KOHKPETHOTO CTaHy, 110 MOTpedye KOPEKIIii, MOXKYTh BKIIOUATH:

* PO3pi3 M03aCyrII000BUX M'SKUX TKaHWH JJIS JIIKYBaHHS KOHTPAKTYpPH,

* APTPOCKOIIIO, 11100 3BUIBHUTH BHYTPIITHHOCYTI000B1 caiiku [31],

* OCTEOTOMIIO JIJIsl BUTIPABIICHHSI aHTYISIPHOI Aedopmartii,

* IPOTE3yBaHHs CYIJIOOIB MPHU BaXKKOMY 3aXBOPIOBaHHI 3a y4acTIO BEIHKOTO Cyriioda (KOJiHHUM,
Ta30CTETHOBUH, IJICYOBUH, JIIKThOBHIA) [32],

* CHHOBEKTOMIIO JIIKTS 3 paiiaIbHUM BUAAJICHHS TOJIOBKH [33],

* apTpojie3 TOMITKOBOCTOMHOTO Cyryio0a, sSKuil 3a0e3reuye TMOJETmieHHsT OO0 Ta KOPEKIiIo
nedopmalrtii 3 MTOMITHUM NoJiinieHHsIM QyHKuii. HelaBHe ya0CKOHAJIEHHS B 3aMiHI KICTOUKH MOXe
NPE/ICTABIISTH AIbTEPHATHBY LIS XBOpUX Ha reModiiiro y MaitbytHpomy [34, 35].

16. AnexkBaTHI pecypcH, B TOMY YMCJi JOCTATHIN 3amac KOHLEHTPATIB Ta micjasionepamniiHa
pealijiTaniss MOBUHHI OyTH JOCTYNHi, 1100 NMPOAOBKMTH OyAb-fiki Xipypriuni mpoueaypu.
(PiBenn 3) [36-38]

Ilpunyunu giziomepanii/ghizuunoi meouyunu npu zemoghinii

1. ®i3iorepaneBTy Ta QaxiBui 3 Tpyaorepamii Ta/ado ¢izioTepaneBTH NOBUHHI OyTH YaCTHHONO
OCHOBHOI KOMaH[M 3 JiKyBaHHs reModinii. IX mpuueTHicTs 10 mamienTa Ta fforo cim'i moBUHHA
MIOYaTUCS B MOMEHT BCTAHOBJIEHHS J[1arHO3Y, 1 BOHM 3aJIMILAIOTHCS BAXKJIMBHUMU JJISl TMALI€HTIB
HPOTSTOM YChOT'O IXHBOT'O )KUTTSI.

2. Ix ponb y nikyBaHHI mamieHTiB 3 reModinicro BkIoyae HacTynHe [9,39-41]:

* OLiHKY:

= Bu3zHaueHHs Miclis TOCTPOi KpoBOTEU,

= PerynspHy OLIIHKY BIIPOJOBK BCHOT'O KUTTS,

= [Iepenonepariiiny OIiHKY;

= HaBpuaHHs:

= 3 [O3UII{ MalieHTa 1 Horo cim' 11010 ONMOPHO-PYXOBUX YCKJIAJHEHD Ta iX JIKyBaHHS,

= 3 mo3ulii MIKIJIBHOIO NEpCOHANy INOAO BIAMOBIIHUX 3aXOiB A IUTUHH, Oe3rnocepenHboi
JIOTIOMOTH y pa3i KpOBOTEYi, a TaKOXX 3MIHHM aKTHBHOCTI, sIka MOXe OyTH HEOOXigHa TIiCis
KpOBOTEUi;

= JlikyBaHHSI TOCTPOI KpOBOTE€Yl, XPOHIYHOTO CHHOBITY 1 XPOHIUHOI apTpomnarii 3 BUKOPUCTAHHIM
pI3HUX METOJIB, BKJIIOYAIOYH TiIpOTepamniio, TEmao, JiJ, EJEKTPHUYHY CTUMYJISLII0 HEpBiB,
IMITYJIbCHY JlIaTepMIl0, YIbTPa3BYK, a TAKOX Pi3HI OPTOMEAMYHI MPUCTOCYBAHHS JISI MOJIETIICHHS
00110 Ta BiTHOBJIEHHS (QYHKIII.

Ilceeoonyxnunu
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1. [lceBnomyxiMHA € MOTSHIIIITHO HEOE3MEUHUM JISI )KUTTSI CTAHOM, YHIKAJIBHUM TSl TeMOo(itii, 110
B1IOYBAETHCS B PE3y/IbTaTi HEJOCTATHHO OUMINCHUX M'SSKHUX TKAHWH IiCIIs KPOBOTEYI, SIK TPABUJIO, B
M's13aX, OPUWIETNIMX 10 KicTku. Halgacriine BOHHM 3yCTpid4alOThCs B JIOBI'HX KiCTKax abo KicTkax
Tazy.
2. Slkmo He JNiKyBaTH, MCEBIOMYXJIMHA MOXKE JOCSATATH BEIIMYE3HUX PO3MIpiB, B PE3ylbTaTi 4OTO
TUCHYTH Ha CYCiZHI CYJMHHO-HEPBOBI CTPYKTYPH 1 3YMOBJIIOBATH IaTOJOTIYHI TepesoMu. Moxe
PO3BHHYTHCS HOPHILISA Yepe3 BUILEPO3MIIICHY HIKIpY.
3. JliarHo3 CTaBUTHCA 3a TaHUMH (Pi3HIHOTO OOCTEIKEHHS JIOKAJII30BaHOT MacH.
4. Pentrenorpadivyti JaHi BKIIOYAIOTh Macy TKAaHUHHU 3 AECTPYKIIEIO MPUIIETIIOl KICTKH.
5. Bunbm netanpHy 1 TOYHY OIIHKY TICEBIONYXJIMHU MOXKHA oTpuMaTu 3a gornomoror KT ta MPT.
6. JIikyBaHHS 3aJI€KUTh BiJ MICIs, PO3MIpiB, TEMIIIB POCTY 1 BIUIMBY Ha HPWIETNII CTPYKTYpH.
Bapiantu BKII0UYat0Th BBEJCHHS (DaKTOpa 1 MOHITOPUHT, acCHiparlito 1 XipypriuHe BUIaJICHHS.
* PekoMeHayeThCS IIECTUTHKHEBUI Kypc JiKyBaHHA (akTopom 3 nmoBropHorw MPT. fkmo
MyXJIMHA 3MEHIIY€ETbCs, NMPOAOB:XKyiiTe pakTop i moBTopitb MPT BIpoaoBxk TPbOX IUKJIIB.
(PiBens 4) [42, 43]
* [Ipuctymite g0 omepamii, SKIIO HEOOXiAHO, sika Oyde Habarato Jermiow, fAKIIO MyXJIHHA
3MCHIIUIIACS.
= Acnipanisi ICeBIONMYXJMHM 3 HACTYIIHOIO iH'eKkui€c0 GiOpUHOBOrO Kiew, emOoJizanis aprepil
a00 mpoMeHeBa Teparisi MOKYTh IOMOMOITH y 3a:KMBJIeHHI IeSIKUX ypa:keHb. Onepauisi Moxe
OyTu HeoOXxinHa y inmmx Bunaakax (Pisenn 4) [44, 45].
» XipypriuHe BUJaJICHHs, B TOMY YMCIIi aMIyTallisl KiHIIBOK, MOXe OyTH HEOOXIJTHOIO 3 PUBOIY
BEJIMKUX TICEBIOMYXJIUHH, OCOOJMBO, SKIIO BOHU Bpa)XarOTh JOBI1 KICTKH. Benmki uepeBHi
NICEBJIOMYXJIMHA TPEACTABISIIOTh OCOOJIMBY MpOOJIeMy B XipypridyHOMY JIIKyBaHHI YCKIJIaJHEHb
remoinii; oneparlis MOBUHHA BUKOHYBATHUCS TUTbKH KOMaHJIO0 3 JOCBIJIOM JIiKyBaHHS TeMOdiiii.

Iepenomu

1. Ilepenomu He yacTo OyBalOTh y JIOJEH 3 TEMODUTIEI0, MOXKIMBO Yepe3 OUTbIN HU3bKY 37aTHICTh
nepecyBaTHCS 1 IHTEHCUBHICTh akTHBHOCTI [46]. IIpote, monuHa 3 reModiIbHOIO apTPOMaTielo
MO3K€ OyTH CXHJIBHOIO JI0 PU3UKY IEPEIOMIB HABKOJIO CYTJI001B, SIKI 3HAUHO BTPATUIIN PYXJIUBICTb 1
B KICTKaX 3 OCTEOMOPO30M.

2. JlikyBaHHSl mepejoMYy BHMAra€ HeraiHoro BBeJeHHSI KOHIIEHTPATy 3aMicHoro ¢akropa.
(PiBenn 4) [46-48]

3. PiBHi ¢pakTopa 3ropraHHs KpoBi miiHiMalOTbes, npuHaiiMHi, 10 50% i miaTpUMYIOTHCA
npotsarom Tpbox-n'satu aHis. (PiBens 4) [3,46-48]

4. HuxHl piBHI MOXYTh miaTpuMmyBatucsa npotsrom 10-14 aniB po crabumizauii nepeinomy i
3aro0iraHHs KpOBOTEU1 M'AKHX TKaHWH.

5. I1nan nikyBaHHS MOBUHEH OYTH BIAMOBIIHUM IIPU MEBHUX NEPEIOMAX, B TOMY YHCI1 OllepaTUBHE
JIKYBaHHS NP BIATNOBIAHIA TIATPUMII KOHLIEHTPATIB (QakTopa.

6. I'incy caix ynukaru; munn nepeaxHime. (PiBenn 4) [46]

7. CxnanHi/iHpikoBaHi EPEIOMU MOXKYTh OTpeOyBaTH 30BHIMHBOT (hikcartii. [49]

8. TpuBaJioi iMmmo0iizanii, Axa Moxke NPU3BECTH 10 3HAYHOI0 0OMe:KeHHsI AMILTITYAU PyXiB Yy
CYMiKHUX cyryiodax, cain ynukartu. (Pisens 4) [46,47]

9. @izioTepamniio HEOOXITHO MOYMHATH, SK TUIBKM CTaOUII3yeThCS MEpesnoM, 100 BiIHOBUTH
Jiarnas3oH pyxiB, M'a30BY cuiy 1 pyHkuii. [39]

IHpunyunu opmoneduunoi xipypzii npu cemoinii

[Ioo BUKOHAHHSAM XIpypridYHUX BTpY4YaHb y MAIIE€HTIB 3 reModinieto, TuB. ~Xipypris Ta 1HBa3UBHI
nponenypu”. KOHKpeTHI NUTaHHS, TMOB'SA3aHI 3 OPTONEIUYHUM XIPYPriuHUMH BTPYYaHHSIMHU
BKITIOYAIOTh:

1. OproneauuHi Xipypru MOBUHHI MaTH CIIEI[iaJIbHY MiATOTOBKY B 00JIACTI XIpYPri4YHOTO JTIKYBaHHS
MarieHTiB 3 remodimiero. [3]

2. Ilpu BHKOHAHHI MNJAHOBHX omepaniii Ha KiIbKOX [JiJIIHKaX OJHOYAacHO abo Yy
CTYNIHYACTOMY TMOPSAKY HEOOXiIHO PO3IVIIHYTH 3aCTOCYBaHHSI KOHIEHTpPaTiB d¢akTopa
sropTanHs. (PiBens 3) [50]
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3. MoxyTh O0yTM BHKOpPUCTaHiI MicueBi migzcwmoBaui koaryasinii. @iOpuHoBHI Kieil €
KOPUCHHUM JIUIsI KOHTPOJIK0 KPOBOTOYMBOCTI MpU PoOOTIi HA BEJUKHUX XIPYpPriyHUX NOJSIX.
(PiBens 3) [36,51,52]

4. IlicasionepauiiiHuii aorjsy mnaumieHTiB 3 remogiiiel0o norpedye OUIbII peTeJHHOIO
KOHTPOJII0 00110 i YaCTHX BHCOKHX /103 aHAJbIeTHKIB B niciasonepaniiinomy nepioai. (PiBenb
5) [36]

5. HeoOximHa Hale)XHa KOMYHIKAIlis 3 MICISONepaiiHo0 KoMaHaow peabimitamii [39].
OOGi3HaHICTh TIPO JeTai BUKOHAHOI Omepallii Ta 1HTpaolepaliiHuid CTaTyCc CYIJIOOiB CIPUATHME
IUTaHYBAHHIO BIAMOBIIHOI MporpaMu peadimiTaii.

6. [Ticnsonepariiiina peabimitaiis TOBUHHA TPOBOAUTHUCS (DI1310TEPAIIEBTOM 3 JOCBIOM JIIKYBaHHS
remodiii.

7.Y nmroneit 3 remodiiero peaditiTaiisi MOXKe MTPOCYBATUCS OUTBII OBIIBHO.

8. AznekBaTHUI KOHTPOJIb OOJIIO Ty’KEe BAXKIUBUI, 1100 JO3BOJIMTH BUKOHYBATH BiAMOBIIHI (hi3HuHI
BIIPaBH 1 MOOLTI3aIIi].

9. 11i mpUHIIMIIH 3aCTOCOBYIOTHCS TAKOXK 110 (hiKcallii IepesioMiB i BUJaICHHSI ICEBAOMYXJINHH.

7.2 TuridiTopu

1. ”IariGiTop” mpu remodinii crocyeTbecs aHTUTLN IgG, sKi HEUTpani3yloTh (AKTOPU 3rOPTAHHS
KPOBI.

2. B renepimHiii yac, KoM KOHIEHTpaTH (pakTopa Oyiu miafaHi BiAMOBIAHIN iHaKTHUBallii BipyciB,
iridiTopr FVIII abo FIX BBaxaroThCsi HAWOUIBII CHIIBHUMH YCKJIQJHEHHSMH, TOB'S3aHUMH 3
JiKyBaHHSAM reModiii.

3. HasBHicTh HOBOTO iHTiIOiTOpa Ciix 3amifo3proBat y Oy[b-SKOTO MAIli€HTa, KWW KIIHIYHO HE
BIJIMOBiIa€ Ha (paKTOp 3ropTaHHS KPOBi, OCOOJIMBO, SIKIIO paHille BiH BiAMOBLAaB. Y Iiii curyarii
OUiKyBaHE OJYKaHHS 1 TepioJ HamiBpo3maxy BBEAEHOro (akTopa 3rOpTaHHS CEPHO3HO
3MEHIIUIHUCA.

4. IHri6iTOpM YacTilie 3yCTPIYAIOThCS Yy MAI[IEHTIB 3 BaXKOrO (POpMOI0 reModiiii B MOPIBHAHHI 3
nalieHTaMM 3 MOMipHOIO abo JIerkoro (GopMoro reModimii.

5. CykynHu#l piBeHb (TOOTO PU3MK BIPOJOBXK JKUTTS) PO3BUTKY IHTIOITOpa NMpH Baxkid Qopmi
remodinii A 3HaxoauThes B Mexxax 20-30% 1 npubnusno 5-10% npu nomipHiit abo serkiit popmi
3axBoproBanHs [53-54].

6. ITpu Baxkkiit popmi remoitii A cepeaHiil mepio] po3BUTKY 1HT10ITOpa CTAHOBUTH TPH POKHU abo
MeHIIIe B po3BUHEHMX KpaiHaX. [Ipu cepenniii/nerkiit popmi remodimii, ne Ommkue 1o 30 pokis, 1
YacTO PO3MIISAAETHCS B 3B'sI3KY 3 iHTeHCHMBHUM BBeneHHsM FVIII npu onepauii [55,56].

7. Tlpu Baxkiii (opmi remodinii 1HrOITOPH HE 3MIHIOIOTH JIOKAI3AIlil0, YacTOTYy 1 TSKKICTh
kpoBoTeui. [Ipu momipHiit abo nerkiit popmi remodisii iHri0ITOp MOXKE HEHTpai3yBaTH €HJOT€HHO
cunte3oBanuil FVIIL, Tum camum epeKTUBHO MEPETBOPIOIOYN (PEHOTHUI MAIlIEHTA Y BaXKKHIM.

8. IIposiBu KOBOTEUI ITpH MOMipHii/nerkiit popmi remodisnii, yckiaaaHeHiH iHr101TOpoM, BCe HacTille
HaraJayloTh MPOSBH y Malli€eHTIB 3 HAOyTOI0 reModinieto (y 3B'A3Ky 3 ayro-antutinamu go FVIII), 3
BEJIMKMM TEepeBaXaHHSAM KpPOBOTEY IIKIPH 1 CIM30BUX OOOJOHOK, YPOTEHITAJIBHOTO 1 HMITYHKOBO-
KHUILIKOBOTO TpakTy [57]. OTxe, pU3HK BaXXKUX YCKJIAJHEHb 1 HaBITh CMEPTI B1J KPOBOTEY MOXKYTh
OyTH 3HAYHHMH Y [IUX TAIlI€HTIB.

9. InriGitopu HabaraTo piauie 3ycTpidaioTbes npu remodunii B, To6to menm Hik y 5% nmoneit 3
remodimiero [58].

10. ¥ Bcix BUMaAKax iHTIOITOPH YCKJIQIHIOIOTH JIIKYBaHHS 13 3aMIIICHHSIM KOHIIGHTPATy (akTopa.
[TamienTH Ha JiKyBaHHI (PAKTOPOM 3rOpTaHHS TMOBHUHHI NPOUTH OOCTEKEHHS Ha PO3BHTOK
1HT161TOpA.

11. TIlinTBep/uKEHHS HAsBHOCTI 1HTIOITOPIB 1 KUIBKICHE BHM3HAYEHHS TUTPY MPOBOAATH B
naboparopii, 6axxaHo 3 BUKOpucTaHHAM Nijmegen moaudikoBanux TectiB beresau (nuB. «Tectu
iHribiTopay). (PiBens 1) [59,60]

12. ¥V pgireit iHridiTopu MOBMHHI JOCIIXKYBAaTHCS OJUH Pa3 HA N'ATH JAHIB npotsirom 20 aHiB
BBe/JleHHs, KoxkeH 10 genb Big 21 1o S0 nHa BBeleHHs i, NpuHAaMHIi, ABa pa3u Ha pik g0 150
BBeneHHs1. (PiBens 5) [61]
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13. Y nopocanx, B ikux 0iabm Hizk 150 BBegeHHb, KpiM 6 - 12 MicI4YHHX OIJIsIAIB, OyAb-fIKa
HeB/Ia4a 1010 BiINOBIIi HA aleKBATHY 3aMiHCY Tepamil KOHIEHTPAaToM (aKkTopa y namieHra,
SIKHI MomNepeHbO BiNOBiaB HA JiKyBaHHS, € MOKA3HUKOM /JIsl OWIHKU 100 iHribiTOpAa.
(PiBenn 3) [56,62-64]

14. BumiproBanHsi iHriéitopa HeoOXigHO 3ailiCHIOBATH Yy BCiX HNallieHTIB, fIKi OTPUMYIOTH
iHTEHCHBHe JIIKYBaHHS BIPOAOBK INMOHAA N'ATH JAHIB, MPOTArOM YOTHPbOX THKHIB MicCJs
ocranHboi iHy3ii. (PiBenn 4) [63,65]

15. TuridiTopu Takok NOBUHHI OyTH OWiHEHI 10 onepauii 200, AKIIO aHAJI3M BiIHOBJIEHHSI He
OyJM TaKMMM, SIK OYIKyBaJOCH, i KOJM KJiHIYHA BiINOBiAb Ha JIKyBaHHSI KpPOBOTe4Yi €
ONTHMAJILHOIO B micasionepauiiinuii mepioa. (PiBens 2) [53,63,66]

16. Hu3pkuii iHTIOITOp BH3HAUYAETHCSA SK PIBEHb 1HTIOITOpA, SIKMH CTajl0 BU3HAYAETHCS HA PIBHI
<5 bO/mu1, B TO# Yac K BUCOKI PiBHI 1HT10iTOpa BU3HAYAIOTHCS K > 5 BO/Mt.

17. Bucoki piBHi iHTIOITOPIB, SK MpaBWIIO, CTiMKi. SIKIIO HE JIKYBaTH HPOTITOM TPUBAJIOTO
nepioay, piBHI TUTP MOXKYTh BIAcTH a00 HABITh CTAaTH TAaKUMH, III0 HEMOJKJIMBO BHSBUTH, ajie Oyjie
nepiolMYHa BTOPMHHA IMyHHA BiATOBIAb MPOTATOM TPHOX-TI'ATH JHIB, KOJIU € 3HOBY MPOOJIEMH 3i
cnenuiYHUMH NPOIYyKTaMH (pakTopa.

18. Jlesiki iHTIOITOPH 3 HU3BKHM TUTPOM MOXYTh OYTH THMYAaCOBHUMH, 3HUKATH IPOTATOM LIECTH
MICSIIB 3 MOMEHTY IOYaTKOBOI'O 3aJJOKyMEHTYBaHHs, HE3Ba)Kal0ud Ha HEJaBHI NpolseMu 3
aHTUTEeHAMU KOHIICHTpaTa (akTopa.

19. IuribiTopu 3 AyXe HHU3BKMM THTPOM HE MOXYTh OYTH BHSBIICHI 3a JOIOMOTOK0 aHaTi3y
iHribitopa beresmu, a nuime 3a TOraHUM BiHOBJICHHSAM Ta/a00 CKOPOYECHUM TIEPiOJOM
HamniBBuBeneHHs (T 1/2) micas BBeneHHs GaKkTopa 3ropTaHHS.

Jlikysannsa kposomeui

1. JlikyBaHHSl KPOBOTEY Yy NALIEHTIB 3 iHri0iTOpaMM MOBMHHO NPOBOAUTHUCH B KOHCYJIbTANIl 3
LHEHTPOM, /e € 10cBia JikyBanHs remodiii. (PiBens 5) [63,67]

2. Bulip mnpoaykrty JiiKyBaHHSI NOBHMHEH 3aCHOBYBATHCH Ha THUTPi iHridiropa, 3ammcax
KJIiHIYHOI BiANMOBIiI Ha MPOAYKT, a TAKOXK HA JIOKadi3auii i xapakrepi kpoBoteui. (PiBenn 4)
[63,68]

3. IHamientiB 3 iHridiTopoM 3 HHM3BKOI BiANOBIIII0 MOXHA JIIKyBaTH 3a [10NOMOIOI0
cnenudiynoi 3aminm ¢QakTopa npH Ha0ararto BHIUX 032X, SKII0 L€ MOXKJIHBO, WI00
HelTpanizyBaTH iHriditop ¢gaxkropom HagMipHOI AKTUBHOCTI i 3yNMHUTH KpoBoTeuy. (PiBeHb
4) [63,68]

4. IauienTiB 3 iHridiTopom BHCOKOI BiINOBiAi B aHamHe3i, ajjle 3 HUI3bKUM THUTPOM MOKHa
JIKyBATH AaHAJIOTIYHO B HA/A3BHYAalHHUX CHTYalisiX, MOKM He BMHHMKHEe BTOPHMHHA iMYHHa
Bi/INOBiAb, IK NMPaBUJI0, MPOTATOM TPbLOX-N'SAITH JAHIB, 0 BUKJIIYAE MOAAJbIIE JiKYBAHHS
KOHIIEHTPATH, SIKi MiCTATD TiIbKH BificyTHiil pakTop. (PiBens 4) [63,68]

5. Cunsunii FVIII, otpumannii 3 mina3mu cBUHEH, epeKTUBHUN y IPUIIMHEHH] KPOBOTEY1 Y JESIKUX
naiieHTiB. [Ipenapar Ha OCHOBI IUIa3MU B JIaHUI yac 3aMiHEHUI peKOMOIHAHTHUM KOHLIEHTPaTOM
cBuHsAuro FVIII B k1iHIYHUX BUIIPOOYBaHHSX.

6. 3 piBHeM iHri6iTopa >5 BO BiporiaHicTe TOro, mo 3amiHa cnerudiuyHoro ¢akropa Oyne
e(eKTUBHOI Yy OUIbIIOCTI 1HTIOITOPIB 0€3 HaJABHCOKMX 103 Oe3nepepBHOI i1H(DY3iHHOT Teparrii,
HE3HayHa.

7. AnbTepHaTHBHI 3aCO0M BKJIIOYAIOTh Taki 3acobu sk pekomOiHanTHui ¢aktop VIla (rFVIla) 1
KOHIIEHTpaTHu nporpomoOinoBoro komiuiekcy (KIIK), B Tomy uucii aktuBoBaHi popmu (AKIIK).

8. EdexTuBHicTts aBox 103 rFVIla i oxgniei no3u AKIIK pas gikyBaHHS KpoBoTed Cyrio0iB
exBiBajienTHi (PiBenn 2) [69].

9. Ilpote, Aesiki manieHTH Kpaile BiANMOBiIalOTHL HA OJMH 3aci0, Hi*K iHII, 0 CBIAYMTH NPO
HeoOXinHicTh iHTUBiAyamizyBaTu Tepaniw. (Pisens 2) [69,70]

10. AHaMHecCTHYHY IMYHHY BIJIOBi/Ib CIiJ] OYIKYBaTH y MallieHTIB 3 remodiiieto B 1 iHriditopom
FIX, sxi oTpUMYyIOTh KOHLEHTPATH MPOTPOMOIHOBOTO KOMILIEKCY, OyAb TO aKTHBOBAHOTO a0o Hi,
OCKUJTBKH IIi BC1 KOHIIEHTpATH MIcTATh FIX.

11. 3 iHmoro O6OKy, pU3MK aHaAMHE3Y y MAIi€eHTIB 3 remMogiiieio Ta iHridiTopamu, oOpoOICHUMHU
(axtuBoBanmM) KIIK Oyne BapiroBaTHcCs 3aJIe)KHO Bij KOHIIEHTpatTy 1 BMicTy B HboMy FVIII, sxwmid,
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K TpaBWwio, MiHiManbHUI. BBaxkaetrwbcs, mo AKIIK mpu3BoAuUTh 10 aHAMHECTHYHOI IMYyHHOL
Bianosiai y 30% marienTiB 3 iHri6iTopom FVIII.

12. Xoua € 3a1iKaBIeHICTh Y BUKOPUCTaHHI IMyHOCYIIPECUBHOI Teparlii y Maii€eHTiB 3 iHribiTOpamu,
il posib MMOKM HE BHU3HAUEHA 1 HEMAE€ KOHCEHCYCY LIOJI0 TOTrO, Y MalOTh BOHHM 3aCTOCOBYBATHUCS Y
JIKyBaHHI IIUX TalLli€HTIB.

Anepeiuni peaxuyii y nayicumis 3 2cemodpiniero B

1. Mo 50% mnamientiB 3 remodiniero B 3 iHriditopamMu MOXYTh MaTHU TSOKKI alepridHi peaxiii,
BKJIIOYaroun aHadpimaktuuHuid mok Ha BBeaeHs FIX. Taki peakmii MoXyTh OyTH mepuiam
CUMIITOMOM PO3BHUTKY 1HTi0iTOpA.

2. IlanmieHTH 3 HeIaBHO JAiarHOCTOBaHOIO remodimiero B, 0co0uBO Ti, y KOro B poauHi € 1e
3aXBOpPIOBaaHsi Ta/a00 3 TeHeTHYHOI CXMJBHICTIO 10 PO3BUTKY iHridiropa, moBUHHI
3BepTaThcs B KIIiHIKY a00 JiKkapHIo, Ae JIKYHTh BaXKKi ajepriudi peaxkuii mig yac
noyarkoBux 10-20 npouenyp 3 konuenrparamu FIX. Peakuisa moxe BindyTucs mnisHime, aie
Mozke 0yTH MeHI cepitosHumu. (PiBenn 4) [71-72]

Inaykuis iMyHHOI TOJIEPAHTHOCTI

1. ¥ xBopux 3 Ba:xkkor ¢opmoro remodinii A, ycyHeHHsl iHTiOITOPiB 4acTO MOKJIMBE HIAXOM
inaykuii imynnoi TosiepantHocti (IIT). (PiBens 2) [73,74]

2. Hepen Tepamiero IIT nmamieHTH 3 HaJIe)KHOIO BiANOBIAII0 NMOBHHHI YHUKATH HNPOAYKTIB
FVIIL, mo6 tuTpu iHridiropa ynaam i, mod yHMKHYTH CTiliKOr0 aHAMHECTHYHOIO MigioMy.
Sk yxe 3a3HauyaJIoCH, y JeSIKHX NALIEHTIB MO’Ke PO3BHHYTHCS BTOPMHHA IMyHHA BiANOBiAb
Ha HeakTuBHi Mosiekyu FVIII takox B AKIIK. (PiBensn 2) [75]

3. OnrumaneHuii pexxum (mpoaykr abo npoza) IIT me HanexuTh BH3HAYUTH. MiXKHApOIHI
JIOCITIJDKEHHS, sKi mopiBHIOTE S0 MO/kr Tpu pa3u Ha THxAcHb 10 200 MO/KT 1mioHs HEJaBHO
Oynu 3ynuHEHI 4epe3 MipKyBaHHS Oe3neku (Oiunbla KiUTbKICTh IHKYPEHTHHX KPOBOTEY) B TpyIIi
HU3bKHX 7103 B OYIKYBaHHI JIOKJIQJIHOTO aHAJi3y Ta iHTepHpeTalii JaHux [76].

4. Bignosiap Ha IIT moxe OyT MEHII CHPUSTIMBOIO Y MAalLlI€HTIB 3 MOMIPHOIO/JIETKOI (HOPMOIO
remoinii [63].

5. HocBin pobotu 3 namientamu 3 IIT 3 mpuBony iHri6itopa remodinii B oomexxenunit. [lpunnunu
JIKYyBaHHS IIMX MAaLli€HTIB OyJaM aHAJIOTIYHMMH, ajie YCMiX 3HA4YHO HWXKUHUM, 0coOaMBO y oci, y
SKHUX IHT101TOP aCOILIOETHCS 3 aJIEPTIYHUM J11aT€30M.

6. Y narieHTiB 3 reModinieto B 3 iHriditopamu B aHaMHe31 3 TSHXKKUMH aJIEPTiYHUMU PEaKILisIMU Ha
FIX moxe po3Bunytucsa HehpoTuuHuii cunapom mifg yac 11T, skuii He 3aBkau € 3BOPOTHUM MicCIA
npunuHeHHs Ttepamii [IT. AnpTepHaTuBHI cXeMu JiKyBaHHS, B TOMY YHCII IMyHOCYIpPECHBHA
Teparisi, K MOBIIOMJISIEThCS, € ycrimHuMu [77].

Ilepesedenns nayienmie Ha HOGI KOHYEeHMPamMu

1. V nepeBaxHOi OUIBIIOCTI MAIIEHTIB NEPEBEACHHS HA 1HII 3aCO0M HE MPU3BOJAUTH IO PO3BUTKY
iHri0iTOpA.

2. Ilpote, B OKpeMUX BHIAJKax, NpU BBeAeHHI HOBUX KoHUeHTpariB FVIII y panime nikoBaHUX
HAIli€HTIB PO3BUHYIIMCS 1HT10ITOPH.

3.V uux naiieHTiB 1Hr101TOp, K MPaBUJIO, 3HUKAE MICIISI BIAMIHU HOBOTO MPOIYKTY.

4. IlanienTHn, AKi NMepexoasitb HA HOBHH KOHLEHTPAT (paKkTOpa, MOBHHHI KOHTPOJIIOBATHCS
1I0/10 PO3BUTKY iHTiGiTOpa. (PiBens 2) [53].

Komenmap pooouoi epynu:

Jus. makoowc JJooamok 1, axuii micmums 6inbus wupoky iHgopmayiro wooo O0iacHOCMUKU,
JIKY8AHHA MaA KINIHIKO-1a00pamopHo2o moHimopuney cemo@inii A i B, ycknaonenoi ineibimopom, y
oimeti (Hacmanosa Opeanizayii  nixapie Llenmpy eemochinii  Beauxobpumanii, cxeanena
bpumancexum xomimemom cmanoapmis 6 ecemamonoecii: /liaenocmuxa ma aiKy8aHHs 8POONCEHOI
eemoinii 3 ineioimopamu oo FVIII i FIX).

7.3 YckiaaaHeHHs, NMOB'si3aHi 3 TNepeJIMBAHHSAM Ta iHIIUMH TepeJaHUMHM 4epe3 KpPOB
iHpexuiaMn
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1. Bunuknenns i nepenaua BlJI-indekuii, rematutie B 1 C uepe3 nponykTu ¢akropa 3ropTaHHs
MIPU3BEIIN 10 BUCOKOI CMEPTHOCTI cepen rojei 3 remodimiero y 1980-x 1 Ha movyatky 1990-x pokis
[78,79].

2. baraTo gocmimkeHb, MPOBEACHUX MO BCbOMY CBITY, TIOKa3yIOTh, 1110 pu3uk nepenadi BIJI, BI'B 1
BI'C uepes konieHTparu akropa Oy Maiike moBHicTIO ycyHeHeHwmid [80,81].

Ile € pesynpTaToM peamizaiii IEKUIBKOX KPOKIB MI0J0 3HWIKEHHS PH3UKY, SIKI BKJIIOYAIOTh
peTenbHUN BiOIp JAOHOPIB Ta CKPUHIHT IJIa3MH, e(EeKTHBHI BIpYNILUIHI KPOKH y BHPOOHHYOMY
IpoLeci, 1 MPOrpec y PO3BUTKY UYTIUBUX J1arHOCTUYHMX TEXHOJIOTIM JUIsl BUSIBICHHS PIi3HUX
maToreHis [82].

4. PexoMOiHaHTHI KOHIIEHTpATH (pakTopa Oyau MPUMHATI 32 OCTAaHHI JBa JCCATHIITTS, OCOOJIMBO B
PO3BHHEHUX KpaiHaxX. PekoMOiHaHTHI TPOMYKTH BHECIM 3HAYHUN BKIAA Yy 3HWKCHHS PU3UKY
iH}exii.

5. HoBi 3ajmaui cTaBUTh MOsiBa HOBUX 1H(QEKIIiN, 6arato 3 SKUX HE MiJIAI0THCS HASIBHUM 3aX0JaM
3HIDKCHHS PU3HMKY. BOHM BKIIIOUYaloTh B ceOe Bipycw Oe3 simigHoi 0OO0JOHKH 1 MPIOHM, IS SKHX
JiarHOCTUKA 1 METOJIM YCYHEHHs yce 11e € npodsiemoro [81,83,84].

6. OckinbKy y LIl cdepi NOCTIHHO 3 ABNSAIOTHCA HOBI METOMIU JIIKYBaHHS, JIIKyBaHHS 1H(EKIIN, SKi
MePeAI0OTHCS TIPH MEePENIMBaHHI, y TAIEHTIB 3 TeMO(1TIEI0 TOBUHHE TPOBOIUTHCS CIICIIATICTH.

IHpunyunu nikyeannsn BLI-ingpexuii npu zemogpinii

1. 3nanHs Ta gocBin y mikyBanHi BlJI-iHdikoBaHuX mnaiieHTiB 3 remodiniero B JaHU yac
0OMEKY€EThCSl cepielo BUMAAKIB 1 moBigomiieHs. JlikyBanus BUI-indexnii y moaei 3 remodimiero
MPEJICTABICHO B HACTAHOBAX 3 JIIKYBaHHS MaIi€HTIB 0e3 remodiii.

2. B pamkax mporpaMu NWIBHOCTI BCi Jroau 3 remodiiniero, siki OTpUMYIOTH JiKyBaHHS
3ac00aMHU HA OCHOBI IJIA3MHU, SIKi HAJIE’KHMM YHHOM He € BipyCiHAKTHBOBAaHI, NOBUHHI IPOUTH
TecT HA BLJI npunaiiMHi ko:kHi 6-12 micauiB, i Bcakuii pa3, KoM KJIiHIYHO noka3aHo. (PiBeHb
4) [85]

3. liarHocTHKa, KOHCYJIbTallli, TOYaTOK JIIKyBaHHS 1 MOHITOpUHT BlJI-iHdek1ii, a Takox J1IKyBaHHS
BlJI-aconiifioBanux yckiaaHeHb y 1H(PIKOBaHUX JItOJeH 3 reMoQiii€ro, MTOBUHHI OyTH TaKUMU X, SIK
y nauieHTiB 6e3 remodinii. (PiBens 2) [86,87]

4. XXozeH 3 HagBHUX B JAaHUM yac kiaciB aHTu-BlJI-npenapariB He NpoTUIIOKa3aHUN Yy MALIEHTIB 3
remodimero. (PiBens 5) [88-90]

[Ipunuunu jgikysanus renatuty C y xsopux Ha remogisiro

1. Ouinka BI'C y moneit 3 remogisiero MoBUHHA BKIFOYATH:

= antu-BI'C cepouorieto /uisi BU3HAUE€HHS BILIUBY;

= BI'C IIJIP y tux, xto antu-BI'C-nno3utuBHui;

= BI'C renorunyBanss y naiienris 3 [IJIP nosutusaum BI'C;

* TECTH Ha (PYHKI[iIO TIEUiHKU Ta He1HBa3UBHA OIliHKa (pi0Opo3y Ta apXiTEKTypH MEUYIHKH.

2. B panmii yac crangaprom JikyBaHHsa renatury C € mnerejboBaHuil iHTepdepoH i
pudaBipuH, Kl JaI0Th CTIKY BipycoJoriuny Bianosiab y 61% mroaeit 3 remoginiero. (PiBenb
1) [91-96]

3. Hogi 3acobu mpoTuBipyCHOI Teparii, B MOE€JHAHHI 3 LUMH IpernapaTtaMH, MOXYTb MOJIMIIUTH
CTIIKY BIpyCOJIOT14HY BiAnOBiAb [97].

4. I'enotun BI'C 1 ta cynytas BUI-iHdekis nporuosye ripiry Bianosiap Ha antu-BI'C Teparmito.
5. e Bunajennss BI'C He Mo:KHA 10CATTH, pEKOMEHYETHCS Pery/isipHUil MOHITOPUHT (KOXKHI
6-12 micsauiB) TepminaabHol cTanii yckiaaaHenb nevinku. (Pisens 3) [98]

Ipunyunu nikyeauns ingpexyii BI'B npu zemopinii

1. Bci aroau 3 remodiji€ero, ki OTpUMyBau NPOAYKTH IIa3MHM KPOBi 3 HeaJleKBAaTHOIO
BipyCHOI0 iHAKTHBAWi€l0 MOBUHHI 00cTe:KyBaTHCSl Ha rematut B, mpunaiiMui, koxni 6-12
MicsiiB, i Besskmii pa3, Koyiu KJiHiuHo moka3aHo. (PiBenn 4) [99]

2. AxrtuBny iHdekmito BI'B HeoOXimHO miKyBaTH BIAMOBITHO 10 JIOKaJTbHUX HACTAHOB 1
NMPOTOKOJIB 3 iH(peKIiiTHNX 3aXBOPIOBaHb.
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3. llauienTn, Aki He MalTh iMyHiTeTy 10 BI'B nmoBunni orpumyBatn antu-BI'B Bakumny.
3axucHa cepoKOHBepCiss MOBHHHA 0yTH nepeBipena micias BakuuHamii. (PiBens 4) [99-101]

4. JIroagu 3 remoginiero 0e3 cepoxkoHBepcii MOBMHHI OTPMMATH NOBTOPHY BAaKIUHALIKW 3
NOABiiHOI0 103010 Bakiuuu npotu renatuty B. (PiBens 4) [99-102]

Ipunyunu nikyeannsa éaxmepianvhoi inghexuyii npu cemoghinii

1. ®dakropamu pU3MKy OakTepialbHUX iH(EKHid y oaei 3 reModilier0 € BEHO3HUH KareTep,
Xipypriube JgiKyBaHHs Cyryio0a # inmi xipypriuni Brpyuanss [103-105].

2. 3aranom, acmiparfii 3 cyrio0iB AJsl JTIKyBaHHS T€MapTPO3y CIiJl YHUKATH, SKIIO HE TPOBEIACHO
paHile TpH BIAMOBAHIN MATpUMIN 3aMicHOTO (hakTopa 3 JTOTPUMAHHSIM CYBOPHUX 3aXO/liB
acenTHKH s 3anobiranus ingexii [ 106-107].

3. KpoBoreua MoOke 3aTpuMaTd 3aro€HHs Ta TMOTIPIIATA 1H(EKI 1 TOMy IOBHHHA J00pe
KoHTpostoBatucs [ 108].

4. KouTpousb 3a JKepesioM iHGEKIiT Mae MmepiiopsaHe 3HaYCHHs s Jiroaei 3 remodiiero [109-
110].
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8. INIA3BMOBUI PIBEHb ®AKTOPA I TPUBAJIICTh BBEIEHHS

8.1 Bubip nporokoJiiB 3amicHoi Tepamii ¢akTopa

1. Kopensuis Ha puc. 8-1 MK NMpOTOKOJIaMH MOMUIMBOI 3aMiCHOI Tepamii (akTopa 1 3arajJbHUM
pe3yabTaToM 300pa)kye MOKIJIMBI BapiaHTH NpU BUOOPI J03U 1 CXeM KOHIEHTpATiB (hakTopiB
3rOpTaHHS KPOBI.

2. Xouya aKTHBHE a0COIIOTHO HOPMAJbHE JKUTTS TIOBUHHO 3QJIMIIATUCS KIHIIEBOIO METOIO Tepamii
(dhakTOpOM, BOHO HE MOXKE€ OYTH JOCATHYTO O€3IMOCEPEIHBO Y JIFOACH 3 reModiIielo B Oyab-aKuX
CUTYAITIsIX.

3. locTyIHICTh MPOAYKTIB JIKYBaHHS 3HAYHO BaPilOETHCS IO BCbOMY CBITY 1, OTKE, 3aBXKIU OyIyTh
pi3HI 703U, SKI OTPUMYIOTH JIOAM 3 Temodimiero. Hmwxkdi 103 MOXYTh MiJBHIIYBaTH 3arajibHy
JTOCTYIHICTD JIIKYBaHHS IPOAYKTaMU 3 IJIMHOM Yacy.

Puc. 8-1: Crparerii 3amicHoi Tepanii ¢akTopoM 3ropTaHHsi KPoBi B pi3HOMY Bili i BILIUB Ha
KiHLeBi pe3yJibTaTH

) ) Enizoanyne JikyBaHHs
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4. Tabmuus 8-1 i Tabmums 8-2 neMOHCTPYIOTh TOTPUMAHHS HACTAHOBH 1 IMKOBI PiBHI 1 TPUBATICTh
3aMiHU TUIa3MOBUX (DAaKTOpIB, AKi BiAOOpaXaloTh MPAKTUKY B PI3HUX KpaiHax, /€ HeMae 3HaYHUX
obmeskeHb pecypci (Tabi1. 8-1) Ta kpaiH, Je JTiKyBaHHS MPOAyKTaMHu oOMexene (Tadi. 8-2).

5. Ilpu HUXKYUX 103aX JUIA JIIKYBaHHS KPOBOTEY OMOPHO-PYXOBOIO anapary, 3a3Ha4YeHUX B TAOJIUII
7-2, e Moxe OyTH MOXJIMBO TUIbKH, 100 YHUKHYTH Aedopmaliiif BETUKUX CyTi00iB.

6. Byno mokxa3zaHo B Tabmuimi 8-1, mo OUIBII BHUCOKI J03M JONOMAaralOTh YHUKHYTH YpaK€HHS
cyrno0iB, ajie ONTUMAJIBHY 103y, HEOOXITHY JUTSl TOCATHEHHS IIHOT0, IE HAJISKUTh BU3HAYUTH.

7. OOcepBauiiiHi JOCTIUKEHHS U1 OTPUMAHHS DPE3YNbTaTiB IIOAO /03 Ui OIMOPHO-PYXOBOTO
amapary 1 MPOTOKOJIM 3aMillleHHs (JaKTopa HaJA3BUYAHO BaXXJIMB1 Y BU3HAUEHHI WX NMUTaHb.

8. Jlo3u nist mpodIaKTUYHOT 3aMiHM KOHLIEHTpATy (hakTopa BapiloBaTHCS MiX PI3HUMH KpaiHamu,
a TaKO MK LIEHTpaMH B TiH ke KpaiHi.

9. YacTo A1s npoPiIakTHYHOrO JiKyBaHHSI BUKOPUCTOBYEThHCS PeKHM BBeleHHs (paKTOpa B
no3i 25-40 MO/kr 2-3 pa3u Ha THXKIEHb B KpaiHaxX 3 MEHIIMM OOMe:KeHHSIM pecypciB (IuB.
po3aia 1 nast 6iib1 AeTanabHOI iHdopmanii). [1-3]
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10. Y curyanisix, KoJM iCHYIOTh BeJIMKi 00MeKeHHSI Ha NMOCTAa4YaHHS KOHLEHTpaTiB ¢gaxkTopa,
npodiiakTuka Mo:ke 0yTH po3noyara 3 HuxkuYuMu g03amu 10-20 MO/kr 2-3 pa3u Ha THKIEHb.

(PiBens 2) [4,5]

Tab6auus 8-1: Ilikosi piBHi ¢akTopy nmia3mu i TpUBaIicTh BBeJeHHs (AKIIO HEMA€E 3HAYHHUX
o0OMe:xeHb pecypciB) [6]

TFTEMO®LIIA A IFTEMO®LIISA B
oBI BAXKAHHU BAXKAHUHA
KPOBOBUJINBY
U PIBEHb | TPUBAJIICTH (JIHI) PIBEHb TPH?££§CTB
(MO/IJI) (MO/JT)
1-2, MoxHa J0OBIIIE TIPH MO>KHA JIOBIIIE TIPH
Cyriio6 40-60 HeaJeKBaTHIN 40-60 HeaJIeKBaTHIN
BIJIIIOBIAl BIIIIOBIAL
IloBepxHeBi
m’sa3u/ NV 2-3, iHO1 MOKHA 2-3, iHOA1 MOJKHA
(nervus vagus?) 40-60 JIOBILIE IPH 40-60 JI0BILIE NPH
He ypaxKeHi HeaJeKBaTHIN HeaJIeKBaTHIN
(xpiM K1y00BO- BiJIIIOBIII BiJIIIOBIIi
MONepeKOBHX)
Kiry0oBo-nonepexosi i riaim0oki M’sa3m 3 ypaxxeHHsM NV a00 3Ha4HOK0 BTPaTOI0 KPOBi
ITouaTtkoBa 80-100 1-2 60-80 1-2
3-5, iHO1 IOBIIIE K 3-5, iHOI IOBIIIE SIK
[TinTpumka 30-60 BTOPHIHA 30-60 STopHiHa
npogdiakTUKa MiJ] yac npodiIakTUKa MiJ
¢izioTepamnii yac ¢izioTepanii
HHHC/ronoBa
IToyaTkoBa 80-100 1-7 60-80 1-7
[TinTprmka 50 8-21 30 8-21
I'opJio i mms
ITouaTkoBa 80-100 1-7 60-80 1-7
[TinTprmka 50 8-14 30 8-14
KT
ITouaTkoBa 80-100 7-14 60-80 7-14
[TinTpumka 50 30
Hupku 50 3-5 40 3-5
I'nmm6oxmii 50 5-7 40 5-7
po3puB
Onepauis (00mupHa)
[lepenonepartiiina 80-100 60-80
60-80 1-3 40-60 1-3
[Ticnsionepartiiina 40-60 4-6 30-50 4-6
30-50 7-14 20-40 7-14
Onepanist (HeBeJINKAa)
[lepenonepariitaa 50-80 50-80
Micnsonepaniiina 30-80 1-5, 3anexHO Bif TUITY 30-80 1-5, 3a1m€KHO BifX
IPOIIEAYPH THUITY TTPOLICTyPH
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Tabauusa 8-2: IlikoBi piBHi ¢akTopy miaasmm i TpuBajicTh BBedeHHS (KIIO € 3HAYHI

00MeKeHHsI pecypciB)

TFEMO®LIIA A TEMO®LIIA B
TAN _ _
KPOBOBUJIMBY | BAKAHUU TPUBAJICT, | PAKAHUU | pppp ) miCTh
PIBEHb (IHI) PIBEHb CIHI)
(MO/JI) (MO/IAJT)
1-2 mMo>kHa noBIIE 1-2, MOxHa JOBIIIE
Cyrnod 10-20 IIpU HeaJIeKBaTHIH 10-20 IpY HeaJIeKBaTHiH
BIIIIOBIII BIIIIOBIOl
Bgz::});l:]el:e 2-3, iHOJII MOXKHA 2-3, iHOJII MOXHa
ypaxkeHi (kpim 10-20 JIOBLLEC TIPH 10-20 JIOBLIC TIPH
HeaJCKBaTHIH HeaJIeKBaTHIN
Kry6oBo- BIIIIOBIII BIIIIOBIAl
NOINEePEeKOBHX)
Kuy0oBo-nnonepexosi i riiu0oki M’sa3m 3 ypaxeHHsiMm NV a00 3HaYHOI0 BTPaTOI0 KPOBi
IIoYaTKOBa 20-40 15-30
33, , inoni 3-5, , iHoxi
JIOBIIIC K
JIOBIIIC SIK
HiATpUMKA 10-20 BIOpHHHA 10-20 BTOpPUHHA
npodiaKTuKa . .
IiJ1 9ac npodnga.x Tk T
disiorepanii qac (izioreparnii
IHC/ros0oBa
MOYaTKOBa 50-80 1-3 50-80 1-3
mixrpuMKa 30-50 4-7 30-50 4-7
20-40 8-14 20-40 8-14
I'opJio i mms
MOYaTKOBa 30-50 1-3 30-50 1-3
iATpUMKA 10-20 47 10-20 47
KT
MOYaTKOBa 30-50 1-3 30-50 1-3
iATpUMKA 10-20 47 10-20 47
Hupku 20-40 3-5 15-30 3-5
Tan6oxmi 20-40 5-7 15-30 5-7
po3puB
Onepanist (00mmpHa
[Tepenonepariiina 60-80 50-70
30-40 1-3 30-40 1-3
[Ticnsionepartiiina 20-30 46 20-30 4-6
10-20 7-14 10-20 7-14
Omnepauisi (HeBeJMKA)
ITepenonepartiiina 40-80 40-80
[Ticnsionepartiiina 20-50 1-3, 3anexHo Bix 20-50 1-5, sanexmo iz
THUITY MPOLIEAYPHU THUITY TIPOLICTyPH
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HacranoBa Opranizanii JgikapiB Lenrpy remodiaii BenukoOpuranii: JliarHoctuka Ta
JiKyBaHHS BpoJkeHol remogianii 3 inriditopamu 1o FVIII i FIX, yerBepre Buganns, 2012 pix

OCHOBHI NPUHIIUITH

[Mamientun 3 inriditopamu g0 FVIII/FIX moBunHi OyTH 3apeecTpoBaHi i IXHE JIKyBaHHS [MOBUHHO
KOOPJMHYBATUCS LIEHTPOM KOMIUIEKCHOI JOTIOMOTHY MpH reModitii 3 JOCBIIOM Y JIIKyBaHHI 1HT101TOpiB
no FVII/FIX (cneuundikanii Harionanbaoi ciyx0u moctynHi Ha caiti www.ukhcdo.org). Lentpu
MOBUHHI 3a0e3neuyBatu 24-roJAWHHUN JOCTYN A0 CTaplIUX JIKapiB 3 JOCBIIOM poOOTH B JiKyBaHHI
MAIieHTiB 3 iHribiTOpaMu Ta JaOOpAaTOPHHUX MOCIYT Ui BUMIPIOBaHHS piBHIB (DakTOpiB Ta THUTPIB
inriditopis. IlamieHTam ciij 3amporoHYBAaTH BKJIIOYEHHS Y BIANOBIAHI KIIIHIYHI BUIPOOYBAHHS 1
noBigoMutu peectpu. [lanientn BenmkoOpuranii moBuHHI OyTH 3apeectpoBani y HarioHanbHii 6a3i
naHux 3 reMo(inii 1 getani X iHri6ITOPIB MOBIIOMIISIOTHCS, K TUTBKU BOHU OyIYTh IiATBEPIXKEHI.

Komenmap pobouoi cpynu:
B Yxpaini 3 2013 poxy ¢yukyionye €ounuti peccmp ocib, xgopux Ha ecemoiniio.

®axTopu pusuky popmyBaHHs iHridiTopa

Busnani 1 noreHuiiiHi ¢akropu puszMKy Ui (GopMyBaHHsS 1HTIOITOpiB HaBeneHl B Tabmuil I.
Knininucram peKoMeH1yeThCsl IEPEBIPUTU BCl MyTallii MPH JIETKiH 1 cepeqHboi BaxKocTi reModimii A
Ha caifti the Haemophilia A Mutation, Structure, Test and Resource Site (HAMSTeRs) database
(www.hadb.org.uk), 1mo6 BCTaHOBMTH, YK TOBITOMJISIETHCS SIKAch acomiaiiss 3 (GOpPMyBaHHIM
iHri0iTOpa. Hallommkdum YacoM OYIKYETHCS JOMOBIAL MIDKHAPOIHOTO JOCIHIDKEHHS €TIONOTil
1HT10ITOPIB Y MALlI€HTIB 3 MOMIpPHOIO a00 Jerkor (GopMoro reModinii A, BIUIMBIB IMyHO-T€HETUYHHUX
ta ¢akropiB gikyBanus remodimii (INSIGHT) (Eckhardt et al, 2012). Ile mociijkeHHS, TOBHHHO
3a0e3neunTy HaillouUIbIly, HE BiAlOpaHy KOTOpTy MAIll€EHTIB 3 JIETKOK/MOMIpHOIO remodiiiero A, B
TOMY YMCJ1 JjaHl MpO BIUIUB, 3 SKUX JIIKapl MOKYTh OLIHUTH HMOUIMPEHICTh 1HTIOITOPIB JUIS PillleHb
I10/10 MTOAAJIBIIOTO JIKYBaHHS

Tabauus 1. ®akropu pusuky ¢opmyBaHHs iHriditopa

DaKTOp PU3HKY | Bnins | Hocnaanus
Ilos's3aHi 3 opranizMmom
Baxka ¢popma remodinii A: OldenbOrg and Pavlova (20006),
Hatisuwuti pusux: HyTbOBI MyTallii, BeuKi aenerii i myramii, | Gouw et al (2011),
10 iHIYKYIOTh CTOI-KOIOHH Boekhorst et al (2008),
Cepeoniti puzux: iHBepcis iHTpony 1122 i, Mics 3’ € IHaHHS HAMSTeRs database
MyTrauii Husbkuil puzux: HEBENUKi neserii/BcTaBku i miccere mytamii | (www.hadb.org.uk)

Jlerka/momipHa remodimisi A: 3a3Buuail HU3bKHI PU3UK, Gouw et al (2012)

ane crierudivHi MyTaIlii, moB's3aHi 3 MiABUIEHUM PU3HKOM
Baxxka ¢opma remodinii B: [Tinsumennii pusuk 3
BEJIMKHMH JCTICHiSIMU 1 HYJIbOBUMH MYTaIlisIMH

[HribiTOpH piAKICHI TPH TOYKOBHX MYTaIlisfX

Baxka ¢opma remodimii A: Viel et al (2009),
- 2-5-kpaTHe 301IbIICHHS PU3UKY Y MAI[IEHTIB Maclean et al (2011),
ETniuynicTh
JIATHHOAMEPUKAHCHKOTO Ta a)pUKAHCHKOTO TIOXOPKEHHS B Astermark et al (2001)
TTOPIBHSHHI 3 KaBKA3ISIMU
Bakka ¢opma remodimii A: ITigBuineHnii pusuK i3 Astermark et al (2001)

CiMeilinnii anHaMHe3

CciMEHMM aHaMHE30M B eI JiHil poaudiB



http://www.ncbi.nlm.nih.gov/pubmed/23157203
http://www.hadb.org.uk/
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DaKTOp PU3HKY

Bnius

IMocuaanus

3axBoproBaHicTh 3 ciMeliHMM aHamuezoM 48% (95% HI: 35-
62), 3aXBOpIOBaHicTh 6e3 cimeitHoi ictopii 15% (11-21)

Baxka ¢gopma remodinii A:
Bik Ha MOMEHT mepiIoi emni3o/1y He BILUIMBAE
Pu3uk Ha#iO1LIBII BUCOKHMI ¥ Billl IO 5 POKIB 1 301TBIIYETHCS

Gouw et al (2007a),
Chalmers et al (2007),
Santagostino et al (2005)

Bi mican 60 pokis Hay et al (2011)
Jlerka popma remoimii A: Mauser-Onschoten et al (2012)
Pr3uk 301MbITyETHCS 3 BIKOM
Ba:kka ¢opma remodiii A: Hay et al (2011)
BLJI-craTyc Binpnr HU3BKUH PU3HK, SKIIO BipyC iIMyHOAE(IIUTY JTFOIUHA

MO3UTUBHUM

IloB's13aHi 3 JiKyBaHHAM

IMonepenni nui
excno3uuii (JIE)

Baxka ¢popma remodinii A:

Pu3uk HaiO1IbII BUCOKHMIA IPOTATOM PaHHBOI EKCIIO3ULIT 3
CepeIHIM YacoM Ipe3eHTarlii inridiropa na 10-15 JIE.
Pusuk Hmwkye micns 150 JIE, ane Mo)ke CTaTUCS TPOTATOM
YChOTO JKUTTS.

Baxka ¢opma remodinii B:

Pu3uk HafiO1IbII BUCOKHIA IPOTATOM PaHHBOT EKCIIO3ULIT 3
cepenHiM YacoM mpe3eHTamii inriditopa 6mmspko 11 JIE.
[osimommstoThes inTiOITOpH M0 180 JIE.

[1i3Hi iHTIOITOPH HE MOBITOMIISUTUCH

Bray et al (1994),
Lusher et al (1993),
Lusher et al (2003),
Rothschild et al (1998),
McMillan et al (1988),
Shapiro et al (2005)
Hay et al (2011)

IHTEeHCHMBHMIT BILINB

Baxkka ¢popma remodiiii A:

Pusuk 30inmpmyeThes 3 5 abo Oinmbine JIE cmogaTky mikyBaHHS
I'emodiais B:

Hemae nanux

Jlerka ¢gopma remodinii:

Pu3uk 3011b1IMBCS 3 IHTEHCHBHOO €KCIIO3UIIIEI0

IIpodinakTuka

Baxka ¢gopma remodinii A:
Panns npoginakTHKa acoLilOETHCS 31 3SMEHILECHHSIM PH3HKY B
JISIKUX PETPOCHEKTUBHHX JJOCIIKEHHSIX

Gouw et al (2007b)

Tun KoHLEHTpaTy

Baxka ¢gopma remodinii A:

Hewma >xotHUX 0Ka3iB pi3HUILI B PHU3HKY 1HTiOITOpa MiXK
PEKOMOIHAHTHHMM 1 OTPUMaHMM 3 IUIa3MHU KOHIIEHTPATaMH.
Hemae nepexoHIMBHX TOKa3iB BiAMIHHOCTI Y pU3HKY
iHTi0ITOpa MiXK pisHEMH THIAMU rFVIII

Franchini and Lippi (2010),
lorio et al (2010b),

Aledort et al (2011a),
Aledort et al (2011b),

lorio et al (2011),

Xipypris

Baxkka ¢popma remodiiii A:

Pu3uk 301TBITYETHCS, SKIIO OMEepallis MoeTHaHa 3
IHTEHCUBHOIO TIepIIoo ekcrio3utiero (> 4 JIE) B mopiBHSAHHI 3
MIepILIO0 eKCIIo3uLi€et0 Oe3 XipypriuHoro BTpy4anHs BP 4
(95% [1, 2-8+4)

Jlerka/momipHa ¢opma remodiii A:

Pu3uk 3011b11Yy€ETHCS PU IHTEHCHBHIN €KCIO3UIIT i1 yac
ormeparii, B epIry 4epry, MoB'sI3aHUi 3 BUCOKUM PHU3UKOM
MyTanii

Eckhardt et al (2009),
Eckhardt et al (2011),
Mauser-bOnschoten et al (2012)

Tabmuus 1II. Ilorenuiiini ¢axkTopu, fAKi BIVIMBAIOTL Ha pe3yibTaT iHAYKUII IMyHHOI
TosiepanTHOcTi (IIT)

DaKTOp PU3HKY Bnoius Hocnaanus
. . . Mariani et al (1994),
<
Tcropwunuii ik THTpiB 200 BO/M1 noB'13aHo 3 HigBUILIEHHAM MoXIMBUiL Kroner (1999),

BHUKJIIMKAKOTH TOHepaHTHOCTi

DiMichele and Kroner (2002)

Turpu Ha noyarky IIT

<10 BO/mn

Mariani et al (1994),

Kroner (1999),

DiMichele and Kroner (2002)
Mauser-bOnschoten et al (1995)

Jo3n ¢pakropa VIII

IMauieHTH 3 BUCOKMM PU3NKOM

Ioza 100-200 MO/xr /100y HaiibinbIn eeKTHBHA
INamieHTH 3 HU3BLKUM PH3HKOM

Hewmae pizauni mix 200 MO/kr/nens 1 50 MO/kr 3 pasu
Ha THK/ICHb, aJle TOJIEPAHTHICTh AOCATa€ThCs IIBULIE 3
01JIb1I1 BUCOKMMH J03aMH TPENapaTiB i 3 MEHIIUMHU

Mariani et al (1994)

Kroner (1999),
Mauser-BOnschoten et al (1995),
Brackmann et al (1996),
DiMichele and Kroner (2002)
DiMichele (2003)
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DaKTOp PU3HKY

Bnius

IMocuaanus

IHTEepKypEHTHUMH KPOBOTEUAMH

Hay and DiMichele (2012)

ik Tutpis npu IIT

Bucokuii pusuk, skio > 250 BO/mn

Kpamumii nmokasuuk ycnixy ado Henaui [T 3a nannmu
MYJIBTUBAPIaHTHOTO aHAi3y MI)KHAPOIHOTO
nocmimkerns [T

Hay and DiMichele (2012)

Tun FVIIT

Komumx moxa3iB pizHuLi y neprmii minii T mix
otpuMaHuM 3 mia3mu (pd) i pekomOinaaTHUM FVIII
HEMAE

[ToBimoMIIEHHS HEKOHTPOIBOBAHHUX JTOCTIIKCHD

Kreuz et al (1996),
Gringeri et al (2007),
Kurth et al (2011)

Bignosineit Ha pdFVIII micns meBaaqi nepmoi minii [IT

Kroner (1999),

<5 pokiB Mix nosBorO i mogaTkoM 1T, Brackmann et al (1996)

Yac Big mosgBu

iHridiropa TOB'SI3aHO 3 i JBUIICHHSM IIAHCIB TOJIEPAHTHOCTI Mauser-BOnschoten et al (1995)
Mepepusu IIT [ToB's13aHO 31 3HWKESHHSIM LIAHCIB TOJICPAHTHOCTI Lenk (1999)
S Benmka xinbkicts JIE, oB's13aHa 31 3HIKEHHSIM IIAHCIB Kreuz et al (1995)
Kinpkicrs JE no IIT TOJIEPAHTHOCTI DiMichele (2003)
ETtHiunicTh Hemae nokasiB BIDTHBY Hay et al (2012)

Indexuis uepes
NPUCTPOI BEHO3HOT' 0
AOCTYIy

Y mami€HTiB 3 HU3bKUM pU3UKOM B nociimkerHi [-11T

) Hay et al (2012
JKOJHOT'O BIUIMBY HE CIIOCTCPITaIOCs

[NamieHTH 3 HU3PKUM PH3UKOM BU3HAYAIOTHCS SK TaKi, y KOro THTp iHridbitopa <10 BO/Mi, a icTopuyHHN MAKCUMYM THUTPY
<200 BO/mn. IlamieHTH 3 BHCOKMM pH3MKOM MaioTh iHTiOiTOp THTp> 10 BO/Mnm abo icTOpHYHMIA MakCHMyM THTPY>
200 BO/mun.

BusnaHHs TOTO, IO MOB’sA3aHi 3 JIKyBaHHSAM ()aKTOpU MOKYTh BILIMBATH Ha PO3BHUTOK iHTiOITOpA,
MO’K€ MPOIMOHYBATH MOKIUBICT, MonU(DiKaIliil JiKyBaHHS, 1100 3HU3UTU LEel pusMK. JlecMompecuH
(DDAVP) 3aBxnu MOBHHEH PO3MIISIATUCS TIPH BIAMOBIAHIN Jierkiii/momipHii remodimii (Eckhardt et
al, 2009, 2011). B ganuii yac npu Bakkiid remModinaii A TUIbKH TpodiIaKTHKA MTOKa3aaa MOXKJIUBICTh
3HWKEHHS PU3UKY PO3BUTKY 1HTIOITOpa, ajie 4M 1i MOXKHA 3aCTOCOBYBATH Yy BCIX MAalll€HTIB, €
Hanexuth BusHauntd (Gouw et al,, 2007a; Auerswald et al, 2012).

Pexomenoayii

* Anani3z myramiii FVIII/FIX noBuHen nmpoBoauTHCcs y BCix nmamieHTiB 3 remogiiieo A i B,
0Cc00/IMBO Y NALIEHTIB i3 M0iiHO AiarHOCcTOBaHOK remodiiiero (piBens 2C).

* [lonepennb0 HeJiKOBAaHUX i MiHIMaJbHO JIIKOBAHHUX MAIli€EHTIB 3 BaXKKOW (opmoro
remodiii, siki orpumyBasn inTencuBHi 103u FVIII [> 5 JIE], ciiix peTeibHO KOHTPOJIIOBATH Ha
¢opmyBanns iHriditopiB (PiBens 1B). ¥V gesikmx MokHA PO3IVIIHYTH PaHHIO NPodinaKkTHKY
(PiBenn 2C).

* Bci manienTHn, fiki BUMAaraloTh 3aMiCHy Tepamnil0 KOHIIEHTPATOM, Y TOMY YHCJIi paHimie
HeJIIKOBaHI NalieHTH, NOBMHHI oTpuMyBaTu pekoMOiHanTHHi dakTop VIII/IX (PiBens 1C).

Hiarnocrtuka i gocaigkenns inriditopis FVIIL i FIX

AHami3u Ha 1HTIOITOPH CIiJI MPOBOJWTH, SKIO MAI[IEHT Mae€ TOraHy KIIHIYHY BIANOBIAb Ha
KoHIeHTpat abo Hiwk4i piBHI FVII/FIX, Hixk ovikyroThCs micis iHY3ii KOHIIEHTpaTY.

Cnocmepesicenns 3a ineioimopamu

PanHe BusBIEHHS 1HTI0ITOpa Mae BaKJIMBE 3HAUEHHS JUIA MiHiIMi3alii aHaMHe3y 1, SKIIO 1Hri0iTOp
He miaBuiryetbes moHaa 10 bO/Mn, no3BonsaTe moyaTok iHAYKIIT iMyHHOI TonepanTHocTi (IIT), sika
MOBMHHA TOYMHATHCA 0€3 3aTpUMKH. PaHHe BUSBJIEHHS TaKoX OOMEXYe BIUIMB HEONTHMAJIbLHOTO
JiKyBaHHSA. AHali3W Ha iHTIOITOPH TMOTPiOHI Tepen MIAHOBUMH iHBa3UBHUMH IPOIEAYPAMH, KOIHU
KIIiHiuHAa abo mabopaTopHa BIAMNOBIAh Ha KOHIEHTPAT HE € ONTUMAJIBHOIO, N0 1 Micis 3MiHU
KOHIIEHTpaTy 1 2-3 TWkHI Ticis iHTeHcHBHOro JikyBaHHsA (> 5 JIE) abo omeparii mpu nerkiii abo
noMipHiit popmi remodiii.
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T'emoghinia A. AHani3u Ha 1Hr1OITOPU MOBUHHI  MPOBOAUTHUCS y TMAIEHTIB 3 BaXKOI (HOPMOIO
remodinii moHaliMeHIne koxkeH TpeTiii JIE abo koxH1 3 MicsIli, SKIIO BiIOYBCS BIUIUB KOHIICHTPATY
no nocsraeHHst 20 JIE. Tlpote, anami3u Ha iHTiOITOp NMOBHHHI MPOBOJUTHCS KOXHI 3-6 MICAIIB 10
150 JIE. bibmocTi XJIOMYHKIB 3 BXKKOIO (opMoro reModisii npusHadaroTh npoditaktuky go 20 JIE, i
nparMaTHYHUM MiJIX0J0M € BUMIPIOBaHHS MIHIMaIbHUX PiBHIB KOXHi 3-6 MicsmiB: skmo FVII/FIX e
BHMIPIOBAaHUM, TOJAJbII aHami3u HE O00B'AI3KOBi, anme skmo <l MO/mn, aHamizm Ha 1HTIOITOp
notpibui. g cTpateris, mpoTe, MOKe YMYCTHTH AEAKi 1HTIOITOPH 3 HU3BKMM THTPOM 1 L€ HE CIIiJ
pO3MISIIATH SIK BU3HAYCHHS HASBHOCTI a00 BiACYTHOCTI iHTi0iTOpa. IHTi0ITOPpHM MOXYTH 3 SIBUTHUCS B
Oynp-sikomy Bili i micist 60 pokiB 3aXBOpIOBaHiCTh 3HOBY 30unbIIyeThest (Hay et al, 2011), Tomy Tectu
HEOOXiTHO IPOIOBXKYBaTH 1-2 pa3u Ha PiK BIPOJIOBK HEBH3HAUCHOTO TEPMIHY.

Jleeka/nomipua eemoqpiniss A. TlanieHTH 3 JETKOO Ta MOMIPHOK reMOQiTIEI0 TOBUHHI MTPOXOAUTH
aHaJI31 MIOPIYHO, SKIIO OTPUMYIOTh KOHIIEHTPAT 1 MicIs KOXKHOTO iHTEHCHBHOIO 3aCTOCYBaHHS (> 5
JIE) a6o micis omepanii (Eckhardt et al, 2009, 2011; Mauser-Bunschoten et al, 2012). ITamienTu 3
JIETKOIO/TIOMIPHOIO TeMOQUTIE€I0 3 MYTAIli€l0 BBAXKAIOTHCS TAKUMH, XTO Ma€ IiJBUIICHE (HOpMYyBaHHS
iHribitopa (nuB. po3min 4) 1 NMOBMHHI HANpaBISATUCS Ha aHaNi3W MICHsS KOXKHOTO 3aCTOCYBaHHS
KOHIICHTPATY.

L'emogpinia B

[uriGitopu no FIX acouiroroTecs 3 anepriunuMu peakuismu Ha FIX y Tomy uucni Hebe3neuHi s
xutTs anadimakcii (Warrier et al, 1997; Warrier & Lusher, 1998; DiMichele, 2007; Recht et al,,
2011), ocobmuBo y martientiB 3 npenerismu reHa (Thorland et al, 1999). Byap-sika peakiiisi HOBUHHA
CTIIOHYKaTH JI0 MPOBEJICHHS aHAJI3y Ha IHTI0ITOp mepe/ moaaibliiuM BBeACHHIM FIX, ocKiIbKY HaBITH
HU3bK1 piBHI 1HTi0iTOpiB FIX MOXYyTh mpu3Bectu Ao anadinakcii. HeoOxigHo, mo6 y namieHTa Oyia
BCTAQHOBJICHA MYTaIlisl BiJIpa3y XK IicIsl BCTAHOBIICHHS JiarHo3y, 00 BUSBUTH MCHIIICTh MAIlI€HTIB 3
BEJIMKOIO JIENEIi€l0 TeHa, OCKIIbKU pu3UK 1HTi0ITOpiB A0 FIX Mmaiibke MOBHICTIO OOMEXKYETHCS LI€IO
rpynoto. [lepmi 20 3acTocyBaHb y Mall€HTIB 3 BAXKKOIO (opMoro reMod il B moBUHHI IpOBOAUTHUCS B
JKapHi 3 AOCTYIIOM JI0 peaHiMallii HEOHATOJIOTTYHOTO BiAALIEHHS, X04a HE 00OB'SI3KOBO I1€ TPOBOJUTH
B LIEHTpP1 reModiii.

Amnanizu Ha 1HT10ITOp MOBUHHI MPOBOJMUTHUCS Y MAIIEHTIB 3 BaXKKOIO (opmoro remodinii B koxen
tpetiit JIE abo xoxH1 3 MicsIll, SKIIO MaB Miclie BIUIMB KOHIeHTpaTy, noku 20 /IE e O6yae nocsaruyro,
HesanexxHo Bifg mytanii FIX. Ilicng nporo ananmi3z Ha iHTiGiITOp MOBHMHEH BUKOHYBATHCS KOXHI 3-6
micsauiB 1o 150 JAE. IuriGitopu FIX He Oynu 3apeectpoBani y namieHTiB 3 Outbi HiX 150 JIE, Tomy
MOJIAJIBLII aHANI3H HE MOTPEOYIOTHCS, SKIIO KIIHIYHO HE MOKa3aHi.

Jlabopamopni memoou

V 11iii HacTaHOB1 TEPMIH «aHaJI3 Ha 1HT101TOp» BKIIIOYAE aHali3u bere3u, CKpUHIHT Ha 1HT10ITOPH,
imyHodepmentHuit ananiz (ELISA) i1 48-rox BUMiproBaHHS MiHIMaJIbHOTO PiBHS Ha CTAHAAPTHIN 1031
npodimaktukn (20-50 MO/kr uepe3 neHb). bynb-skuii TO3UTHBHUI pe3ylbTaT IOBHHEH OYyTH
HiATBEPKEHUN TOBTOPHUM aHAJII30M SIKHAMIIIBU/ILIIE.

Ananizu na ineibimopu. AHaNi3M Ha 1HTIOITOpPH HAMOUIBII YYTIMBI MIiCJsS MEpioAy BUMHBAHHS,
KOJIM piBeHB (paKTOpa MOBEPTAETHCS JI0 MOYATKOBOTO PIBHS BIIPOJIOBXK 24 TOJ, OCKUIBKU 3aJTUIITKOBUN
BBEJICHUN KOHIIEHTpAT MOK€ MACKyBaTH YHM MPUTHIYYBATH I1HTIOITOp HU3BKOTO TUTPY. IHribiTopm
FVIII ne 3anexars Big yacy 1 remneparypu. [uri6itopu FIX He 3anexats Big yacy. TecTu Ha 1HT161TOD
3a3BMYail BHKOHYIOTbCS 3 BHKOpPHUCTaHHAM aHamizy Haiimerene-bere3an, Xxoua BiH BiJHOCHO
neuyrnuBuii  (Verbruggen et al, 1995). Meroau, 3acHOBaHI Ha aKTHBOBAaHOMY YaCTKOBOMY
TpoMmOomnactuHoBoMy yaci (AUTY), Oynum omucani (Ewing & Kasper, 1982) i, skmio
BUKOPHUCTOBYIOTBhCS, KOXHA JlabopaTopisi TOBHHHA CTaHOAPTU3yBAaTH aHAN3 JJIs BU3HAUYCHHS
aHOMAJILHOTO PEe3yNbTaTy. MeToJ| CKpUHIHTY, SIKUIl BU3HAYa€ aKTHBHICThH 1HTIOITOpa 10 KOHIIEHTPATy
¢dakTopa marienta 06y onucanuii (Keeling et al, 2005). Ile kopucHUN CKPHUHIHT-TECT 1 € OLIBII
YyTJIIMBUM, HDK aHami3 bere3nu, mpote, BiH Moke OyTM MEHII CrEHU(pIYHUM 1 acoLilOBaTUCH 3
nomMuiIKkoBo-no3utuBHUMHE pesyiabTatamu (UK National Haemophilia Database, HeomyOmikoBaHi 1aHi).
V namieHTiB Ha cTaHgapTHiM npodinaktumi (20-50 MO/kr yepe3 neHb), BUMIpIOBaHI MiHIMalIbHI piBHI
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FVIII uepes 48rom MOXYyTh MNparMaTHYHO IHTEPIPETYBaTHCA SK HEraTUBHUM iHTiOITOP,
OCKIJIbKH BiH, HMOBIPHO, aCOIIIOETHCS 3 TIEP10JIOM HAMiBPO3Maay > 7 TOIUH.
VY marieHTiB 3 JIrkoo abo MoMipHOIO TeModisiero A 4yTIMBICTh aHAII3Y Ha iHTIOITOp MOXe OyTH

MOJTIMIICHA NUIAX0M HarpiBaHHs miasmu pu S8°C Bnpoaorx 90 XB 10 HEAKTHMBHOCTI 3aJIMIITKOBOTO
FVIII (Kitchen et al, 2009 and Miller et al, 2012).

Kinvricna oyinka ineibimopis. Iariditopu FVIII/FIX moBuHHI BU3HAYaTHUCS KUIBKICHO aHaTi30M
beresau (Kasper et al, 1975) 3 momudikamiero Haiimerena mast FVIII (Verbruggen et al, 1995). Konu
KOHIIEHTpaT pekoMOiHaHTHOTO cBuHs4Yoro FVIII 3 B-goMeH Awisiiero cTae JOCTYIHHM, TaKOX
MOTPiOHO BIJIMOBIIHE KUIBKICHE BH3HAYCHHS IMEPEXPECHO peakTUBHUX iHTIOITOpiB. Mertox ELISA
MOXe OyTH KOPHUCHUM TIpH HAsBHOCTI BOBUYAKOBOTO AaHTHKOAryJsHTa a0o JuIs 1HTiIOITOpIB, SIKi
301IBIIYIOTh KJIipeHC, a He iHrioyroTh akTuBHICTH (Sahud et al, 2007). IIpore, Tect ELISA moxe
TaKOX BUSIBUTH HE 1HT1OITOPHI aHTUTLIA.

Bionosnenus gpaxmopa VIII in vivo

Bignornenns FVIII in vivo (IVR) po3paxoByeThCst IUIIXOM BiJHIMaHHS PiBHIB mepen iH(Yy3iero
BiJl piBHIB micysl iH(]Y3ii, BITHOBICHHS MOBHHHO MPEICTABIATUCS K 301umbmenns MO/, moainene Ha
BBeneHy 103y B MO/kr. Herounocri y Bumipi IVR Bjorkman et al, 2007) Oyayts yckiaaHioBaTHCS
HasBHOCTIO iHTiOiTOpa. [Ipn remodinii 3pas3ku, y3sTi mpotsarom 1 rox micns iHdy3ii, 3aHmKy0Th [VR y
OinbmiocTi marfienTiB Oe3 iHridiropa (Bjorkman et al, 2010). OntumanbHuii yac B3STTSA MPOO y
MPUCYTHOCTI HU3BKOTO TUTPY 1HTIOITOpa HEBIAOMUIA, aje BiH MOBHHEH OYyTH CTaHIApPTHU30BAaHHH Tak,
00 MOCHIJIOBHI pe3ylbTaTh MOXKHA Oylo MopiBHATH. Ha OCHOBI KOHCEHCYCy MU PEKOMEHAYEMO
anamiz dvepe3 15 xB micia iH¢y3ii. IVR Mae oOmexeHe 3acTocyBaHHsS JUIsi MOHITOPHUHTY CHIIH
iHri0iTOpAa, ane BaXJIMBUI y BeJIEHH] 3aMiCHOT Teparnii Ipu JIKyBaHHI KPOBOTEY.

Hocnioocenns nanieposznady FVIIIFIX

Haii6inpin  4yTnuBUM  cIOCOOOM  BHSIBICHHS Ta KUIBKICHOIO BH3HAa4YeHHs 1Hri0iTopa €
sBumiproBanus kiipency FVII/FIX. Koncencyc ekcnepTiB mokasas, mo inribitop FVII € y myxe
MaJeHbKUX JITeH, KOJW ImepioJ HamiBBHBeneHHA OyB <6 ronuH. [lpore, eaune omyOiikoBaHe
JOCHIJKeHHsL y JaiTedl y Bili 1-6 pokiB, y sikux He Oyjo BUsBIEHO a0o OyB B aHamMHe3l 1HTIOITOp,
(n=54), noimomuio meaiany (95% JII) mamiBposnany FVIII 9,4 (7,4-13,1) rox (Blanchette et al, 2008)
Ta METOJOJIOTIUHI MipKyBaHHs, TMOB'A3aH1 31 CKOPOUEHUM 4YacoM 3a00py KpOBIi, sIKi MPHUITYCKaOTh, 110
el mepioj HamiBpo3maay Moke Oyt 3aHwkeHuM (Bjorkman et al, 2010). Koau ui nmani Oynu
MOBTOPHO TNPOAHANi30BaHI 3 BUKOPUCTAHHAM MOMYNALIHHOTO (apMaKOKiHETUYHOIO METOY,
HaWKOPOTIIMH NepioA HamiBpo3nany OyB OJu3bKO 7 roj, HaBiTh y AiTel y Biui Bix 1 poky (Bjorkman
et al, 2012). KpiMm Toro, mpu HOpPMAaIbHOMY HAMIBPO3Maai y JIOJUHU 3 IHTIOITOPOM JyKe
MaJIOMMOBIPHO, 1110 BiH Oy/i€ BITOMMI{, OCKIJIbKU BIH HE BUMIpIOBaBcs A0 (opMyBaHHS 1HT10iTOpA.

VY CBITJII IOSIBH 1IMX HOBUX JIAHUX MU MPHUITYCKAEMO, IO CIiJ BBaKaTH HasBHUM iHTi0iTOp FVIII,
SKIIIO TIep10/] HaIllBPO3Maaly CTaHOBUTH <7 FOJIUH.

KpurepiiB koHceHcycy moa0 Bu3HaHHg FIX iHribiropa Hemae, TOMy 1110 HOpMaJIbHUH HAIiBPO3Maj]
OIX HeBM3HAYCHMI; TTOBIJOMIICHHS BIPI3HAIOTHCS OJHMH Bl 0HOTO 3 TokazHukamu FIX mmazmu (pd)
y miana3oHi Big 29 nmo 43 rox, a s pekombinanTHoro FIX (rFIX) Bing 18 mo 24 rox (Bjorkman et al,
2011). Iepion nanipo3nany rFIX y HemoBiaT i ManeHbkux aitei Heimomuii (Shapiro, et al, 2005).

lono dpapmakokinernynux nociimxerb, S0 MO/kr FVIII abo 75 MO/kr FIX BBoasThCs micns 3-
NeHHoro mnepiony BumuBaHHSA. HacranoBa HaykoBoro komiter 31 cranaaptu3zauii MiKHapOAHOTO
TOBApUCTBA 3 BUBUEHHS TpomOo3iB Ta remocta3dy FVII/IX (International Society on Thrombosis and
Haemostasis FVII/IX Scientific and Standardization Committee) ctBepmxye, 1Mo 3pa3ku HEOOXITHO
Opatu niepen BBeneHHsAM ao3u 1 10-15 xB, 30 xB, 1, 3, 6, 9, 24, 28, 32 1 48 rox micna indy3ii ans FVIII
i mopaTKoOBI Mpobu HeoOXiaHO Opatu uepe3 72 rox micas indysii qis FIX (Lee et al, 2001). Ie xyxe
BaXXKO JIOCSTTH Yy AiTeld Mojoamoro Biky i dac 1, 3, 6-8, 24 1 48 rox npononyetsest st FVII y mux
MaIli€HTIB, X04a 1€ MPU3BOAUTH 10 BUIUMOTO KOPOTKOTO IEpioAy HamiBpO3Iaay B TMOPIBHSHHI 3
MOBHUM 3a00poM npo0 y mamieHTiB 6e3 inridiTopa (Bjorkman et al, 2010). Ile Mmoxe, TaKUM YHHOM,
BKa3yBaTH Ha HAsIBHICTHh 1HTIOITOpa, Konmu #oro Hemae. Edext 3meHmeHHs yacy 3abopy mnpoO
(aKkTUYHO YCYBA€ThCA 3a pPaxXyHOK BUKOPUCTAHHS MOMYJALINHHOI (hapMakOKiHeTHUHOI Mozjeni
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(Bjorkman et al, 2012), ane Hisikoi monymsAiitHOT MoJeNi HE ICHYe Ui MAIl€HTIB 3 HAasBHICTIO
1HT101TOPIB 3 HU3BKUM TUTPOM.

HacranoBa HaykoBoro komitery 31 cranmapTtusamii MiKHApOJHOTO TOBapUCTBA 3 BHBUYCHHS
TpoM603iB Ta remocra3zy FVII/IX 3a3nagae, mo cepis mpocToi JiHIHHOI perpeciiHoi Mojael MOXe
3MEHIIUTH PO3PaXyHKH, $IKI 3aCTOCOBYIOTHCS JUIS OILIHKH TNepioly HamiBpo3maay, ajle BOHH
I IKPECITIOTh HEOOX1THICTh CYBOPOTO CTATUCTUYHOTO aHATI3Y JJI TOTO, 00 BU3HAYUTH MPaBUIbLHY
¢ynkuito perpecii (Lee et al, 2001). [ns ouinku HamiBpo3naxy FVIII moxyTh OyTH BHKOpUCTaHI
KUTbKa KOMITIOTEPHUX IpOrpaM, aje XOJHa He Oylia 3aTBeppKEHa JUIsi BUMIPIOBAHHS IIEpioLy
HamiBpo3Maay Mpu HasiBHOCTI iHTi0iTopa. TOYHMI po3paxyHOK MEpioay HAMiBPO3Maay MPH HAsBHOCTI
1HT101TOpa HU3BKOTO TUTPY € BUCOKO CIICIiaTi30BaHOIO MPOLIEYPOIO, IKY BUKOHYIOTh HE BCI IIEHTPH.
SIkmo moTpiOHO BUMIpATH Tepiol HamiBposmaay, rpadik Bigdopy mpod Ta METOIMKa pO3paxyHKY
(mporpamue 3a6e3ncuenas Win-Non-Lin; Pharsight, Cent-JIyic, Miccypi, CIIIA), Bukopucrani y
Mixknapoguomy pociimkenni [IT (I-1IT), noBuHHI mpoBOIUTHCS Tak, MO0 PE3yJabTATH JIIKYBaHHS
Mali€HTIB MOXKHA OyJI0 MOPIBHATH 3 pe3ynbraramu mporo nociimkenHs (Hay & DiMichele, 2012).
Cnin Bu3HatH, 1Mo 1ei rpadik B3saTTsa npod (10, 0,25-0,5, 1, 2, 4, 6, 24 1 48 T01) MOKE HETOOLIHUTH
nepiof HamiBpo3maay (Bjorkman et al, 2010).

BusnadyenHns iHribiTopa Ha OCHOBI HAIIBPO3Maay € HAHBAKYMM 1 HAWOUIBII YyTIUBUM BUMIpPOM,
aJie Horo BayKKO 3aCTOCYBATH B PYTHHHHX KJIIHIYHMX OOCTaBHHAX. Y 3B'SI3KY 3 IIUM, a TAKOX Y 3B'I3KY
3 TpyaHomaMu BuMipy HamiBposmany FVIII y mnamieHTiB 3 HU3BKAM TUTPOM IHTIOITOpPIB Y
MOBCSKIEHHIN MPaKTHIll, M OyZeMO BHKOPHUCTOBYBATH MparMaTuyHi i KJIIHIYHO 3HAUYIl CypOrarTHi
BUMipu HopMmanbHOT (hapmakokinetnku FVIII y miit HacTanoBi, ockinbku piHi FVIII > 1 MO/t yepe3
48 ro y THX, XTO OTpUMYE cTaHAapTHY mpodinaktuky (20-50 MO/kr yepe3 JieHb).

Pexomenoayii

* Tect Ha BUfIBJIeHHsI iHri0iTOpa HeOOXiIHO MPOBOAMTH Yy MAILIEHTIB 3 BaXK0W (opMoI0
remoduiaii A yn B, npunaiimHui, koxen Tpetiii JIE ado ko:xui 3 micsaui 10 20-ro JIE (PiBens 2C).
Micas 20-ro AE tect Ha iHridoitop HeoOxinHo podutu koxHi 3-6 micauis go 150 JAE. Ilpu
remoginii A Tect Ha iHridirop mae nposogurtucs 1-2 pa3u Ha pik Ha HeBu3Ha4YeHui yac (PiBenn
1C). IIpu remoinii B tect micas 150 JIE noTpiden Tinbku 3a HAABHOCTI KJIiHIYHMX MOKA3aHb.

* Tect Ha iHri0iTOp MOBHHEH NMPOBOAUTHCH Yy BCIX mamieHTIiB 3 remoginicio A mepen Oyab-
SIKOI0 3MiHOI0 KOHLEHTPATY i MPUHAHMHI 1Ba pa3u BIPOAOBK NMepmMx 6 MicauiB micjasi 3MiHU
a00 KO € sAKi-HeOyab 3Minu B TUNi KpoBoTeyi ado Bixnosini na FVIII (Piens 2C).

* Tect Ha iHri0iTop MoBMHEH BMKOHYBATHCS NPHU Jerkiil i momipHiii remodinii mopiuno
(akmo nauientu manau FVIII) a6o micas inTeHcuBHOro 3acrocyBanusi (= 5 /IE) a6o micas
onepauii (PiBens 1C).

e [lamieHTH 3 J1erKOIO/MOMipHOI0 TremMOQuIi€cl0 A i MyTami€l0 3 BHCOKOK IOIIHMPEHICTIO
iHriditopa i/ado cimeiiHolo icTopi€ro iHridiTopiB MOBMHHI NMpoiiTH TecT Ha iHridiTop micas Bcix
ingysiii (PiBens 1C).

* [TanienTn 3 remoginicro B noBuHHiI 0yTH nepesipeHi micjs ajepriyHoi peakuii Ha 3aMIiCHY
Tepaniio nepea noaajsmuM 3acrocyBanusam FIX (PiBens 1B).

* Tectu AJ1s1 BUSIBJICHHSI HAsIBHOCTI 200 TUTPIB iHridiropa moBuHHI OyTH 3po0JieHi mic.s
BHMHUBAHHS, 0 TAPAHTYE, 0 0a30BUi piBeHb pakTopa 0yJ10 focArHyTo (Pisens 1B).

* HasiBHuMM Ha JaHMH 4Yac METOAMKAMM BAaKKO TOYHO MOHITOPYBATH HalliBBHBEICHHS
FVIII y xBopuX 3 HHU3BKMM THTPOM iHri0iTOpiB y moBcsikaAeHHil kJaiHiyHili npakTuui. Ipu
HeOoOXIZHOCTI mepiog HamiBpo3nmajgy NOBMHEH OyTHM BHMIPSHMH MeTOAAMH, ONHMCAHUMHU Y
Mixnapognomy pgociaigzkeHHi iMyHHOI TosepaHTHOCTi (PiBenbp 2C). HuHimHe KOHCeHCyCHe
BU3HaYeHHA iHriditopa FVIIl — ne mepion HamiBBuBegeHHss <6 roa, ajne BiH Moxke OyTH
3annxkeHuM (PiBens 2B) i BU3HAuYeHHs, 3aMPONOHOBAaHe B Wil HACTaHOBI, CTAHOBUTH <7 roja
(PiBenb 2B).

* Mu BBaXka€eMo, 110 NPArMaTHYHOIO i KJIIHIYHO 3HAYYIIOK CYPOraTHOI MipO0 HOPMAaJIbLHOL
dpapmaxokineruku € piBenb FVIII > 1 MO/na 4yepe3 48 roa B ociod, siki OTPUMYIOTh CTAHAAPTHY
npoginakTuky (20-50 MO/kr yepe3 nens) (PiBenn 2C).

* Hemae inmmx kputepiiB AJsi po3mizanHs iHriditopa FIX, kpiMm HasiBHOCTI MO3MTHBHOIO
ananizy bere3nau (PiBens 2C).
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e IVR € BiAHOCHO HETOYHMM MeTOAOM OLIHKM CHWJHM iHri0iTopa, ajle KOPHUCHMH 1Jis1
BeJleHHd 3aMicHoi Tepamii (PiBenb 2B).

JIikyBaHHSI mali€HTIB 3 iHridiTopamu

JIikyBaHHS Tali€HTIB 3 iHT10iTOpaMH BKIIOYAE€ KOHTPOJIb 1 MPOQLIAKTUKY KPOBOTEY 1 CTpaTerii 3
yCyHeHHs1 1HTiOiTOpiB. IHaykmis imyHHOi TosepanTHocTi (IIT) moBMHHA po3rsIIaTUCs —SIK
JOBIOCTPOKOBA I1HBECTHUIIiS, @ BHCOKA IOYATKOBA BAPTICTh IOPIBHIOETHCS 3 BAPTICTIO JOBIYHOTO
JIIKYBaHHS TIPH IMOCTIHHIM HasIBHOCTI 1HT101TOpA.

Buoanenus incioimopis

[MarienT 3 inridiTopom FVIIL, momideHnM OUTBIN, HIXK OAMH pa3, [0 3aBaxkae mnpodinakruii abo
JIIKYBaHHIO KpoBOoTeY IpH cTtaHAapTHuX no3ax FVIII, nosunen npoiitu IIT, mo6 BuganuTu iHTioiTOP 1
BITHOBUTH HOPMaNbHY KIiHIUHY 4yTiuBicTh a0 FVIIL. ®akropu, sKi MOTEHIIHHO BIUIMBAIOTH Ha
pesynbTaT HaBeaeHi B TaOymmi II. [lamieHTH 3 HU3BKUM PU3WKOM BHM3HAYAETHCS SK TaKi, SIKI MAlOTh
tuTp iHTI6ITOpa <10 BO/M™MI, a icropuunuii MakcumyMm TUTpY <200 BO/Mmi1.

BaxxnuBo ynuknytu nepepuBanns IIT 1 4iTko ciigyBaTH MPOTOKOIY, OCKLUIbKY mepiia cripoda [T
HECe 3HAYHO OiNIbIIe IAHCIB JOCATHEHHS TOBTOTPHBAJIOI TOJEPAHTHOCTI, HIX TEpamis MOPATYHKY
(Lenk, 1999). Cxemu IIT moBMHHI PO3TIsAgaTUCS CIEHialicToM 3 Temodumi Imomicsis i Oiabine
(hopMaIbHO TIEPETIISIIATUCS KOXKHI 3 MiCSII KITHIIUCTOM 3 gocBigom y IIT.

[Tonepeani momoBil MOKa3aiH, MO Y OUIBIIOCTI MAIIEHTIB TOJIEPAHTHICTh AOCATA€Thes 3a 6-12
MICSIIIB, @ Y MEHIIOCTI MOke 3aitHsatu 1-3 poku ado Oinbmie (Kreuz et al, 1995; Brackmann et al,
1996). MixHapoaHe AOCTIKEHHS, TPOTE, BCTAHOBUIIO, 1[0 Y MAI[IEHTIB 3 HU3bKUM PU3UKOM Me/iaHa
yacy mojo IIT B rpyni 3 HU3BKUMH J103aMH cTaHOBWJIA 16,4 MicsIiB, a y TpyMi 3 BUCOKUMH JO3aMHU
14-2 micsaui (Hay &DiMichele, 2012).

[lamienTnn 3 HaWBUIIOW BiAMOBiAMIO (TUTp iHriOiTOpa TimHiMaerbes mo > 500 BO/mn micns
nouatky IIT), sk mpaBuno, maroTe HecnpustiuBuii pesyibtar (DiMichele & Kroner, 2002; Hay &
DiMichele, 2012). IIT moxxe 3aiMmiaTtucs y TakMX XBOPHUX uepe3 6-9 MicsiiB, TOMy HOBHHHA
po3rasaaTucs Teparmis Apyroi diHil (auB. po3ain 6.1.7), skiqo He Oyae JoKa3iB TPUBAIOYOTO 3HIKEHHS
TUTPY 1HT101TOpa (MpUHaimMHi, 20% 3HMKEHHS TUTPY 1HT10ITOpa 32 KOXKHI MIBPOKY).

Bubip ¢paxmopa VIII. HekOHTpOJIbOBaHI J1aHi I03BOJSIOTH MPUITYCTUTH, [0 TOJIEPAHTHICTh MOXKHA
aermie pocsrtu i3 3acrocyBaHHsM pdFVIII Hu3bkoi uncrotu, Hik pexombinantaoro FVIII (rFVIII)
(Kreuz et al, 1996; Gringeri et al, 2007; Kurth et al, 2011). Lle 3anummaeTscst CHipHUM 1 iICHYE ITija
HU3Ka JOCHI/IKEeHb, SKI MOKa3yIOTh, 110 Ha MOKAa3HUKM yCHixXy Tul npoaykty mojo IIT He BmiauBae
(Mauser-BOnschoten et al, 1995; Brackmann et al, 1996; Batlle et al, 1999; Rocino & de Biasi, 1999;
Smith et al, 1999). PannomizoBane nopiBHsHHS edextuBHOCTI Bucokux 103 pdFVIII a6o rFVIII momo
[IT y mamieHTiB 3 BUCOKMM pu3ukoM Iie HezaBepuieHe (Gringeri, 2007). Iepma minis IIT noBunHa
npoBojuTHCcA 3 BukopuctanHaM rFVIII koHneHTpary, SKIo 1ie YacTHHA KJIIHIYHOTO BUIIPOOYBaHHH, 1,
SK TIPaBWJIO, TPOBOJUTHCS 3 3aCTOCYBAHHSM MPOIYKTY, BHKOPHCTOBYBAHOTO TIAIlIEHTOM IIiJ] Yac
PO3BHUTKY iHT10iTOpA.

Tump incioimopa na nouamxy IIT. [TouaTKOBUN TUTP € HAHOIIBII MOTYKHUM MPETUKTOPOM YCHIXY
IIT (Mariani et al, 1994; DiMichele & Kroner, 2002) i cxemu, siki yIOBUIBHIOIOTH JTIKYBaHHS, TTOKH
iHri6iTOp He omycTtuThess Huxkue 10 BO/Mi mokasyroTe Jy’ke BHCOKI MOKa3HUKM ycmixy (Mauser-
BOnschoten et al, 1995; Rocino & de Biasi, 1999; Smith et al, 1999). IToTpibHO B cepeaHboMy 5
MICSIIIB 3 MOMEHTY MMOCTAHOBKH JAiarHo3y, o0 tutpu 3uusummcs a0 <10 bO/ma B nocnimkenni [- IIT
(Hay & DiMichele, 2012). TToka3nuku Bignosiai Ha IIT ne 3uu3unmcs, noku IIT He ynoBiibHUIacsS Ha
5 pokiB 3 MOMEHTY BCTAaHOBJIEHHsS JiarHzy B miBHiuHoamepukaHcbkomy peectpi [IT (NAITR)
(DiMichele & Kroner, 2002). Iuri6iTopu, siki He 3HM3UTHCs g0 <10 BO/Mi mpotsirom 12-24 micsis,
yacto BignosigaroTh ripuie Ha IIT. KpoBoteui cmig jikyBatu akTHBOBaHUM pexoMOiHanTHuUM FVII
(rFVIIa) mpotsrom 11010 4acy, o0 YHUKHYTH aHAMHECTUYIHOI BiATOBIII.

IIT, TakumM YMHOM, MOBUHHA OyTH 3aTpUMaHa A0 3HIWKEHHA TUTPY iHTiOiTOopa HIkue 10 BO/mi.
Axmo inriéitop <10 BO/Mn npu nepmomy BUsIBICHHI, 1 He miaHiMaeThes Bumie 10 bBO/Ma y HacTymHi
1-2 twxwi, IIT norpibno mounnaru meuako. [louatok IIT Takok HEOOXITHO PO3TISIHYTO, SKIO TUTP
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iHri6iTopa He BrnaB Hwk4e 10 BO/Mn npotsirom 1 poky a0o, sIKIo He Oyi0 TeHACHLIT 10 3HIKEHHS
TUTPY MPOTATOM IHUX NEepmux 12 MiCsIIiB.

Benosnuii oocmyn. Ilpuctpiit nenTpanpbHoro BeHo3Horo goctyny (CVAD) 3a3Buuaii BCTaBISETHCS
s nonermenus T, Hdeski nentpu poonsts cipodu IIT 6e3 Bukopucranus CVAD, ockinbku 0yino
MOKa3aHo, 10 iH(EKIis HeraTUBHO BrumBae Ha pe3ynbrar IIT, ocoOnmBO y marieHTiB 3 BUCOKHUM
pusukoM. Jlocmimxenns [-IIT Big3Ha4ywmio, M0 y MAIi€HTIB 3 HU3BKUM PHU3HKOM iHQEKIis abo
posMmimenas CVAD He BIUIMBaIXM Ha JOCSITHEHHsS TOJIPAHTHOCTI a00 Ha d4ac, HEOOXITHWH IS
nocsrHeHHs TosepaHTHOCTI (Hay & DiMichele, 2012). ImmiantoBani CVADs Matore HabaraTto
MeHIe maHciB ingekmii mig yac 11T, Hik 30BHIMHI 3aco0u, Taki sk karerepu Hickman a6o Broviac

(Hay & DiMichele, 2012).

Peowcum IIT. Bubip pexumy IIT 3ammmaerscs mpoOnematuunum. I- IIT i NAIT noka3yroTs,
Mali€HTH 3 BUCOKUM pU3UKOM (mikoBuid TiTp > 200 BO/Mi, movarkoBuii Tutp > 10 bO/Mit) Halikpaiie
JOCSITal0Th TOJIEPAHTHOCTI 3 BUKOpUCTaHHAM BuCOKHX 703 (100-200 MO/kr/nody FVIII) (Mariani et
al, 1994; DiMichele & Kroner, 2002). Ili peectpu i mocmimkenns I- IIT mokasyroTh, M0 CXEMH
BUCOKHX 1103 1 HU3bKUX 1103 (50 MO/Kr Tpu pa3u Ha THKICHb) B piBHIN Mipi eQeKTHBHI B iHAYKI1
TOJICPAHTHOCTI y MaIlieHTiB 3 HU3bKuM pusrkom (Mariani et al, 1994; Mauser-BOnschoten et al, 1995;
DiMichele & Kroner, 2002; Hay & DiMichele, 2012). Takum urHOM, MOXHA TpUITycTUTH, 1110 200 1
100 MO/kr/no0y B piBHIA Mipi epeKTHBHI UIsl 1HAYKLII TOJXEPAHTHOCTI Yy TMAli€HTIB 3 HU3BKUM
pusukom (Hay& DiMichele, 2012), a BinHOCHHU# eeKT cXeM BUCOKHX /103 IIPH KPOBOTEYi HEBITOMUIA.

Husekono3ora IIT (50 MO/kr Tpu pasu Ha THXAEHb a00 4epe3 JeHb) MOoTpedye Oinblie Yacy st
nocsirHeHHs1 HeratuBHoro Tutpy berezmu (DiMichele & Kroner, 2002; Hay & DiMichele, 2012) i
aCOLIIOETbCA 31 3HAYHO OUIBIIOI IHTEPKYPEHTHOK KpOBOTEYero mepil, HikX TuTp beresmau crae
HETaTUBHUM, TEPioJI, MPOTATOM SKOTO BinOyBaeThesi 85% iHTepkypeHTHHX KpoBoteu mpu [IT (Hay
&DiMichele, 2012).

[HriGiTopu HU3BKOrO TUTPY (IcTOpUUHUHN MiKOBUM TUTP <5 BO/Mi) 3a3Bu4ail J1erko mo30yBa€eThCs
IMYHOTEHHOCTI NP BUKOPHCTaHHI HU3bKO030BUX pexuMiB (50 MO/kr uepes aenb) (Ter Avest et al,
2010).

Kopexyisa 0o3u nio uac IIT. binpiicts ony6nikoBanux cxem IIT, 3a piakicHuM BunATKOM (Smith et
al, 1999), niarpumyrots oaHakoBi 1o3u FVIIIL, moku HaiieHT He BBaXKaeThCs ToJepaHTHUM. Kopekiis
7103H, MPOTe, 3/1HCHIOBAJIacs HA €MIIPUYHINA OCHOBI JESKUMHU KIIHIIHUCTAMHU 1 TPU CIIOCTEPEHKEHHS 3
nocmijpkenHs [-IIT ctocytoTbes mporo: (i) pe3yibrar He moB’si3aHuid 3 o300 IIT y mamieHTtiB 3
HU3BKUM pu3uKoM; (i1) Bucokomo3oBa IIT acoritoeTbcst 31 CTATUCTUYHO 3HAYYIIUM 3HIDKEHHSIM
KpoBoTed Tinbku Ha panHid cramii IIT; (iii), Xo4ya mMAami€eHTH 3 BUCOKHUMH J03aMHU JOCSTAIOTh
HETaTUBHOTO TUTPY bere3nu B Tpu pasu mBuUAlIe, HDK 3 HU3BKUMH J03aMH, 4ac, HEOOXITHHWNA s
JOCSTHEHHS TOAAJBIIMX €TaliB HOPMAJIBHOTO BIJHOBJEHHA 1 MepioJu HamiBposmaay Oyiau
ananorivnumu (Hay & DiMichele, 2012). L{i pe3ynbTaTué MOKa3yloOTh, 10 MOXE OyTH Tak, IO
noyanIy 3 Bucokux 103 1T, moxkna 3menmuTu 103y FVIII B xoni IIT Ge3 BIuiMBY Ha yac, HEOOX1THUN
JUI JOCSATHEHHSI TOJIEPAHTHOCTI, TOKH IHTEPKYPEHTHI KPOBOTEYl1 3BOAATHCA /10 MIHIMYMY 1 QYHKIT
cyrio0iB 30epiratoTbesl.

BaxxnuBo Bim3HaunTH, 1m0 B gociipkenHi [- [IT kinbKicTh KpOBOTEY, 10 BUHUKAIOTH B MEPIO MK
NepUIMM HEraTUBHUM aHaii3oMm beresna i TonepaHTHicTIO, Oyna 56 B rpyImi 3 HU3BKOIO 03010 1 7 B
rpyni 3 BHCOKOIO 103010. lle He gocsdrae cTaTUCTUYHOI 3HAYYHIOCTI 4Yepe3 MOPIBHSAHO HEBEIUKY
KUTBKICTh MAI€HTIB, JOCTYIHHUX JUIS aHali3y MPOTArOM LuX (a3 BUMPOOYBaHHA, 1 JTOCHIIKEHHS He
OyJ0 MOCTaTHBOI CHIIM, 00 BUSBHUTH PI3HMIIO. BIJIMB Ha JOBroCTpOKOBI pe3yibTaTH JJsl CYrio0iB
1i€1 PI3HUII B KUTBKOCTI KPOBOTEY HE BiJIOMHIA.

binpuricTs JikapiB BBaXKarOTh, IO BCl MALIEHTH 3 ICTOPUYHUM MIKOBUM TUTpoM > 5 BO/mi, ski
notpeOytorh [IT, moBMHHI TOYMHATH 3 BUCOKUX 103, 100 MiHIMI3yBaTH KpoBoTedi. [Iporte, y
NAII€HTIB 3 HU3bKUM PU3MKOM 3HMKEHHS JJO3U MOETAITHO MOYE 3MEHIIUTH BUTPATH, OCKUIBKH HEMAE
30UTBIICHHS KPOBOTEY B MEpioa MK 1HQY3isMU (akTopa 3ropTaHHs, sIKI BUMAaraioThb 3aCTOCYBaHHS
o0OximHuX npenapariB. He odikyeTbces, 110 11 CTpaTeris 30UTbIINTE Yac, HEOOX1THUM TSl TOCSTHEHHS
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tonepanTHocTi (Hey & DiMichele, 2012). Xoua i He nepeBipeHa B KOHTPOJIbOBAaHUX
BUIIPOOYBaHHSX, aHAJIOTTYHA cXeMa OyJia YCIIIIHO Y HeBeJIMKi# cepii marientiB (Smith et al, 1999).

Ilpakmuune 6edenus IHOYKYIi imyHONO2IUHOI monepanmuocmi. ICHye wMajgo 10Ka3iB s
pexomenpanidi mogo mnposereHHs IIT 1 HacTymHuMi € mnparMaTMYHUM TPAKTUYHUM METOJOM
KOHCEHCycy. Bin Bu3Hae Toi (akT, mo TouHe BuUMiproBaHHs HamiBBHBeAeHHS FVIII y mamieHTiB 3
1HT16ITOPOM 3 HU3BKUM THTPOM JUIS OLIBIIOCTI LHEHTPIB reModisIii mpeacTaBiise CKIaIHICTh, OCKITIBKU
HopMmasibHui HamiBpo3naa FVIII y okpemoro marienta HeBimomuid 1 mo HamiBposman FVIIL 6 rog,
HMOBipHO, Oy/e 3aHAATO KOPOTKUM, 1100 OyTH MiIXOAAIIMM KPUTEPiEM TOJIepaHTHOCTI. BusHadyenns,
10 BUKOPUCTOBYETHCS ISl BIAHOBJICHHS HOPMaJIbHOT (PapMaKOKIHETHKH, OT)KE, € HaliBpO3Maj Micis
BUMHUBaHHS > 7 roa abo BUMipioBaHui MiHiManbHui piBeHb FVIII wepe3 48 romun y ociO, sxi
OTPUMYIOTH cTaHIapTHY npodinakTuky (20-50 MO/kr).

Cxema TATPUMYE PO3TIIST MOKIMBOTO 3HWKCHHS JO3M, B TOH Yac SIK METOI € MiHIMIi3yBaTu
KPOBOBHJIMBHU Y CYIJI00U Ta 30€pexeHHs TOBIOCTPOKOBOI'O CTaTyCy Cyrio0a IIIssXoM afanrtauii 1o 24-
abo 48-rox MiHiManbHOrO piBHsA >1 MO/, sk TiIbKK BOHU cTatoTh BuMiptoBanumu (Collins et al,

2009a).

Ilouamxkosa cxema. SIkmo icTtopuyHuii mikoBuit TUTp iHri6iTopa <5 bO/mun, IIT cnix mounnaru B
no3i 50 MO/kr gyepe3 nenb. [lo3a 1 4acToTa MOBHHHI 301IBITYBATUCS, SKIIO € KPOBOTEYI B MEPiOa MiXK
iH(Yy31aMu pakTOpa 3ropTaHHs; 11e MOXKe MoTpeOyBaTH MIOJCHHOIO JiKyBaHHs. SIKIIO TUTp 1HTiIOITOpa
Ha [IT nigBumyerbest nonan 40 BO/mit, no3a moBuHHA OyTH 30imbmieHa g0 200 MO/xr/no6y (Mauser-
BOnschoten et al, 1995; Ter Avest et al, 2010).

Sxkmo tutp inridiropa 5-10 BO/mn, a icropuunuit makcumym Binm 5 mo 200 BO/min, ITI mae
nounHatucs 3 100 MO/kr/ noOy. flkmio y mami€eHTa BUHMKAae reMapTpo3 abo iHIII 3Ha4yHI KPOBOTEUi
a0o, skmo THTp iHriOiTopa 30UmbIIyeThCS M0 > 200 BO/Mn, IIT moBuHHa Oyt 30iibIIEHA 10
200 MO/kr/no0y.

SAxmo Ttutp iHriditopa >10 BO/mMn abo icropuunuit makcumym >200 BO/mn, IIT noBunHa
nounHatucs 3 200 MO/kr/no0y.

Monimopune ma emanu. Tutp iHriGiTopa 0e3 BUMHUBAHHS CIIOYAaTKy IMOBHMHEH BHUMIpIOBaTHUCS
IIOTHIKHSI, 1100 BU3HAUUTHU MIKOBUN TUTP micis nmouyatky [T, a motim momicsis, mo0 crnocTepiratu
BinnoBiAs Ha IIT. SIkmo TeHaeHIis A0 3HMKEHHs crocTepiraeThes (20% 3HMKEHHS 32 6-MICTYHMIMA
nepioy MICHIsl JOCATHEHHS IIKOBOTO THUTPY 1HTIOITOpa), cXeMy HEOOXITHO MPOJOBXKHUTH. K10 €
TEH/ICHIIS 70 30UIbIIeHHS a00 aJjeKBaTHA TEHACHLIIIO 10 3HIKEHHSI HE criocTepiraiacs 3a 6-MicsSuHUi
nepiof, ciiff po3riIsHYTH 3MiHYy pexxuMy a0o mpunuuutd IIT. Sxmo cxema <200 MO /kr/no0y, ii
HEOOXI1JHO MiJIBUILIUTH JI0 IILOTO PiBHA. SIKIIO BKe € 1iei piBeHb, HEOOX1IHO MOYaTH Tepamio Ipyroi
miHii (quB. po3ain 6.1.7.).

Hacrynni etanu noka3syrots, mo IIT iHayKye TOnepaHTHICTS 1, OTXKe, TOBUHHA OyTH MPOJIOBKEHA.

1. 3HmkeHHsa TUTPY 1HTi0iTOpa, MpuHaiiMHL, Ha 20% 3a KOHI 6 MICSILIB MicCs JOCATHEHHS MIKY
TUTPY.

2. Turp iHribitopa crae HeratuBHUM Oe3 BuMuBaHHA. Kommu TuTp beresnmu 6e3 BUMHBaHHSA
HEraTUBHHM, JIKyBaHHS IIOBMHHO TpuBaTH ©Oe3 3MiH. J{0OOBHMiII HaWHWK4YMI piBEHb MOBHHEH
BUMIPIOBATHCSA, TPUHAKWMHI, moMicand 1 3anucyBatucs [VR. Jlo6oBuil HaWHIKYMI pIBEHb CIIOYATKY
oyne <1MO/mn i1 IVR HuzpkuM. 3 mnopanbliuM 3HIWKEHHAM THUTpY iHrioitopa IVR Oyzne
MIJBUIIYBAaTUCS 1, OCKUIBKM TEPiOj HamiBpO3Majy IMOJAOBKYEThCS, AJOOOBHI piBeHb Oylie CrouyaTKy
BUMIpIOBaHMUM, a 1oTiM Oyne miasumryBatucs. [IVR kopucHe ans rmianyBanHs 3amicHoi teparii FVIII,
SIKIIIO BUHUKAIOTh KPOBOTEYI.

3. Haitamxuuii piBensb uepes 24 ron > 1 MO/ micnst no3u FVIIIIIT.

Sxuo 1o60BUN HAWHMKYMNA PIBEHb € BUMIPIOBAHUM, TUTP 1HTIOITOpa micis BUMHUBAHHS (Takui,
o Jocarae 6a30BOro piBHS), MOBUHEH BHUMIpIOBATUCA. SIKIIO TUTP € MO3UTHBHUM, HE MOTPIOHO
HaMaraTucsl 3HUKYBATH 103y, ajie SKIIO TUTP 1HTI01TOpa HEraTUBHUMN JIBa pa3y MOCILIb, TO HEOOXITHO
po3risiHyTH 3HMKEeHHS ao3u IIT.

4. 3MiHa 1034.
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3MiHa J03M HE IMOBHHHA pO3MVIAJATUCA y TALIE€HTIB 3 BHCOKMM PH3UKOM 1 CXEeMy
200 MO/kr/no0y ciia mpoaOBKYBaTH JI0 TOCATHEHHS TOJIEPAHTHOCTI.

Jleski jikapi po3rNIAJaroTh 3MiHY JO03M Y TAIi€HTIB 3 HU3BKUM DPHU3HMKOM, SKIIO0 TUTp berezmm
HETaTUBHUM, 1HIIN TPOJOBXKYIOTH MOBHY n03y IIT B miit cutyamii. Skuo no3a 3HmKyeThes, beresnu
TUTp 1 A000BUi HaliHwkunii piBeHs FVIII moBuHEH BHMiproBaTHCs, MpUHANMHI, IoMicans. SKIo
n000BUI pIBEHb 3AJIMIIAETHCS BHUMIPIOBAHMM 1 TUTP 1HTiOITOpa MiciIs BUMHUBAHHS HETATUBHUU J1Ba
pasu nocmine, 1060Ba g03a FVIII moxe OyTu 3HIKEHA U1 30€peKeHHsT 1000BOTO HAHMKYOTO PiBHS
>1 MO/ i st 3armo0iraHHs KpOBOTEYb.

5. Ilicna 3HmwxkeHHs 103U TUTp beresam 1 noOoBuii HaiHwkumid piBenb FVIII nmoBuHeH
BuUMiproBatucs. Skuo tutp beresau crae no3uTUBHUM a60 10OOBUI HAMHMKUYUI pIBEHb MaJla€ HUXKYE
1 MO/ abo BigOyBarOThCsl KpOBOTEUI B Mepio] MK iH(Y31sMH (paKTOpa 3ropTaHHS, TO MOMEPETHS
no3a FVIII moBuHHa OyTH TOBTOPHO pO3MoYaTa.

6. IlepeBeienHs Ha BBEJCHHS IIpENapaTy 4epes JIeHb.

Axmo no3a FVIII Oyna 3menmena mnpuOmusHo g0 50 MO/kr/no0y 1 HaWHWXKYMA pPIBEHb
3amumaetbes Bume | MO/, HeoOXiHO PO3TISHYTH JIIKyBaHHS 4yepe3 JeHb. Konm 1e TpariseTses,
LIJKOM 1MOBipHO, 10 30unbineHHs cymapHoi ao3u FVIII Oyxe HeoOXimHO uisi MiIATPUMAaHHS
BUMIPIOBAaHOTO HaiHWXk4oro 48-roz. piBHsA. JlikyBaHHS dYepe3 J€Hb MOXKE OYyTH IOTIM TOBiJIBHO
3HIDKEHE, 1100 MiATPUMYBATH BUMIpHUN HAWHIDKYHK 48-TOIMHHUN PiBEHD 1 MOTIEPEAUTH KPOBOTEYI.

7. IloBepHEHHS 10 pyTUHHOI MPOQIIAKTUKU Ta MiATBEPKEHHS TOJIEPAHTHOCTI.

TonepanTHicTs MOke OyTH HIATBEp/KEHA NIISXOM JEMOHCTpalii mepioxy HamiBposmamy > 7
TOJIVH TIiC)Is BUMHUBaHHs. HaBmaku, kKoiu 103a yepes neHb 3amxkeHa 10 50 MO/kr abo menme i 48 rog.
HallHWKYMH pIBEHb € BHUMIPIOBaHMM, IAlLllEHTa MOXHA BBaXkaTW TojepaHTHUM. Ha nanomy erami
pYTHHHA MPO(DITAKTHKH MOBUHHA MPOOBXKYBATHUCS TMOCTiIHHO. [[iTH 3 MUHYIIOIO icTOpi€to iHTiOiTOpa
noTpeOyIOTh BUIIUX, HIX 3a3BHuail, 103 koHueHTpary FVII ana mpodinaktuku, mob migTpuMyBaTH
BuMiproBani HaitHmwk4i piBHI (UKHCDO piuni 3BiTH goctynHi Ha caiiti www.ukhcdo.org) i e,
HMOBIpHO, TOMY, IO BOHM MalOTh KOPOTILMI Mepioj] HaNiBBUBEJECHHSA dYepe3 AyKe HHU3bKUMN
3QJIUIIKOBUM TUTP 1HT101TOpa, HUKYE MEXK1 BUSBICHHS.

8. CrocTepekeHHs 1010 MOTEHIIITHOTO PEIH/IUBY.

Ouinku pusuky penuauBy micas [IT pi3Hi, B 3aJ€KHOCTI BiJ TPUBAJIOCTI CIOCTEPEKEHHS 1
BU3HAYCHb, 1110 BUKOPUCTOBYIOThCS. Mariani et al., (1994) nosigommnu npo 15% 3aranpHuii peruaus
nicas 25 pokiB cnocrepexxenHs. Jlocmipxenns [-IIT nmosigomisie nmpo 8% peunausiB npotarom 12
MICSIIB 3a JONOMOrOI0 YyTJIUBOro ¢apMakokiHeTMuHoro Bu3HaueHHs ycnixy (Hay & DiMichele,
2012). Buxoasiuu 3 1pOro, M MPOMOHYEMO IIOMICAYHI OIIIHKU sIK TUTpY bereznu, Tak 1 48-ron.
HaifHmwxk4uux piBHIB FVIII mpotsrom He MeHmie 6 MICAILiB, @ MOTIM KOXHI 2 MICsII MOHITOPUHTY 10
OJTHOTO POKY 3 METOIO BUSIBJIICHHSI PAaHHBOTO PEHUAMBY. SIKIIO BUHUKAIOTh PELUANBH, yBara MoBUHHA
OyTu nmpuieHa HeraitHomy novatky IIT.

Heaoexsamna 6ionogiov na IlT/nesoana mepanis nepwioi ainii. SIKIO0 BBAXA€THCS, 110 Teparis
nepioi JiHii He edekTUBHA a00 HeBAala, MOBUHHI OYTH NMEPErIsiHyTI cTparerii, He nepepuBatoun 11T.
Bapiantu apyroi miHii, ski MOBUHHI OyTH pO3IJIsAHYTI, BKIoYatoTh BiaMminy IIT, 30inblieHHs n03u
FVIII no 200 MO/kr/no6y, nepexin Ha pdFVIII 3 Bucokum Bmictom daktopy ¢on Bimmedpanma
(VWF), nonaBanus imyHocympecii ab0 MO€HaHHS LIUX CTPATETii.

3actocyBanas pdFVIII 3 Bucokum Bwmictom VWEF, ske Oyno moB's3aHe 3 BHUIIaIKOBHUMH
MOBIIOMJICHHSIMU TIPO YCIIiX, @ PU3MKH, NOB'A3aHI 3 HasABHICTIO IOBITOCTPOKOBOTO 1HT10iTOpa, MOXYTh
MepeBaKyBaTH AyXKe MaJeHbKUI MOTEHUINHUI pU3MK Iepenadi XBopoOu 3 KpoB'to. € TakoX OKpemi
MOBIIOMJICHHSI TIPO 3aCTOCYBaHHS pUTYKCMMaOy y MAIli€HTIiB, y AkuX Oyna HeBhana 3Buyaitna IIT 3i
smimanumMu Bignmosigsmu (Mathias et al, 2004; Carcao et al, 2006; Collins et al, 2009b). TTocmigoBHa
HalllOHAJIIbHA KOropTa 3 15 mamieHTiB, sIKi OTpUMYBAJIM PUTYKCUMA0 B SIKOCTI Teparlii MOPATYHKY MicIs
Hesaaui [IT nepuroi niHii, moBigoMuia, 1110 MOHOTEpAIis pUTYKCUMaOOM HaBpsiA uu OyJie YCHIIIHOIO 1
110 JIIKyBaHHS MOBUHHO OyTH KOMOiHOBaHUM 31 cranaapTHuMu cxemamu IIT. Jlume menmricts (14%)
MAIIEHTIB JOCATIIM MOBHOI Ta CTiiKOI pemicii, ane 58% malieHTIB, SKI OTPUMYBAIM PUTYKCHUMaO 1
FVIII manu 3HMKEHHS TUTPY 1HTIOITOpa, Tak IO KPOBOTOY MOXHA Oyino O 3amobirTH i JiKyBatu 3
Bukopuctanusm kormentpaty FVIII (Collins et al, 2009b).
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Jlecka/nomipna  cemogpinia  A. XBOpi 3  JETKOIO/IOMIpHOIO  reModimiero, y  SIKUX
dbopmyeTbes 1HTIOITOP, TipIIe BiAMOBINAIOTh HA IMyHHY TOJEPAHTHICTH MOPIBHSHO 3 TAIliEHTaAMHU 3
Baxkkor (opmoro remodimii (Hay et al, 1998). V neskux mamieHTiB iHr0ITOP BCTYIA€E B MEPEXPECHY
peakiio 1 mpu3BOAUTH N0 MamiHHA 10 O0a3oBux piBHIB FVIII 1 moripmiye (eHOTHIT KpOBOTEHi.
Vuukanas konueHtpaty FVIII wacto no3Bossie piBHAM TUTPY iHTIOITOpa 3HMKYBATHUCS, a PIBHAM
wazmoBoro FVIII moBepHyTHCS 10 BUXIIHOTO, TIPOTE, TOJIEPAHTHICTh HE 00OB’SI3KOBO JOCSTAETHCS 1
MOBTOPHI JI03U YacTO MPHU3BOIUTH A0 MoBepHeHHs iHri0iTopa. IIT He MOBUHHA BUKOPHUCTOBYBATUCS B
SIKOCT1 TepIoi JIiHii Teparmii, aje MOBHMHHA OyTH 3ape3epBOBaHAa JJIA THUX, XTO Ma€ PEIUAUBYOUl
kpoBoteui. I[IT MokHa po3risAaTy y MaIi€enTiB, sKi MOTPEOYIOTh IJIAHOBOI orepallii, ajge moTeHIlifHa
KOPUCTh T030aBJICHHSI IMyHOTEHHOCTI IOBMHHA 3BaKYBATHUCS 3 YPaxyBaHHSM PH3HUKY ITi{BUIICHHS
TUTpPY iHriOiTOpa 1 3MeHmeHHs Oa3oBoro piBHs FVIIL. YV mnanieHTiB 3 HanbaHOO TeMOdili€eo
HEOOX1JTHO BpaXOBYBATH THUIT KPOBOTEY 1 IMOHOCYIIPECIIO.

Inoykyin imynnoi moarepanmuocmi. eemoghinisi B. THIyKIis iIMyHHOT TOJIEPAHTHOCTI Mpy reModitii
B moBuHHa OyTH peTenbHO MPOAYMaHa, OCKUIBKM IMOKA3HUKHU YCIiXy HeBeNuKi (25%) 1 € pu3uku
anaginakcii i HeobopoTHoro Hedporuunoro cuuapomy (Ewenstein et al, 1997; Warrier, 1998;
DiMichele & Kroner, 2002). Cxemu aHaJIOTi4HI TUM, SKi BAKOPHCTOBYIOThCS TpU reModinii A, y Tomy
YHCIl HU3bKI 1 BUCOKI 03U KoHUEeHTpaTy FIX 1 momudikoBana cxema Manbme. NAITR noinomisie
po 31% ycmixy (5/16) 3 3acrocyBannsm cepentboi 103U 100 MO/kr/mo0y. Byno HemocTaTHRO TaHUX,
o0 audepeHiioBaTH pe3ylbTaTd MK PI3HMMHU J103aMU IIpernapaTiB, aje Malli€eHTH 3 alepriuHuM
(beHOTHIOM 1 CiIMEHHUM aHaMHe30M 1HT10ITOpIB Manu OiIbIn HecpusTauBHiA pe3yibTat (DiMichele &
Kroner, 2002; DiMichele, 2009).

Yenimna [T 3 BUKOpUCTaHHSAM TPOTOKOIY ManbMo MOBITOMIISUIACS y IIECTH 3 CEMH MAIli€HTIB,
xoya JBo€ moTpelOyBanu nBox abo Outbmie kypciB IIT 1 y omHoro OyB peuuauB uepe3 6 MicCSAILIB
(Freiburghaus et al, 1999). Oxpemi NOBiZOMIICHHS PO BHUIAAKH MMiATPUMYIOTh POJb IMyHOCYIpecii B
sxocti komnoHeHTa IIT, 3acTocoByBanoi y narientiB 3 remodiniero B. TloBinomisnocs npo ycmix y
MAIEHTIB 3 ajepriyHuM (PEHOTHIIOM 3 3aCTOCYBAHHSM I10YAaTKOBOI JECHMHCHOUTI3ALIl CTepoizaMu,
BHYTPIIIHBOBEHHOT'0 1MYHOIJIOOYNiHY Ta 30iabiieHHs A03 FIX 3 HacTymHuM pexxumMoMm Manbmo
(Curry et al, 2007) 3i criocTepekeHHSIM MOJATBIIONO YCIIiXy Y 2/4 XBOPHUX 3 BUKOPUCTAHHSIM TAKOTO XK
niaxony (HeomyOmikoBaHi cmocrepexenHs, Liesner R.). ILleft miaxig BuUMarae iHTEHCHMBHOIO
CTAalllOHAPHOI'O0 MOHITOPUHTY 1 IIOJEHHOIO aHamizy cedi. [HII MOBIJOMHUIM TpPO  YCHILIHY
necercub6imizamito go FIX, momermyroun BBeaenust FIX B pamkax IIT (Alexander et al, 2008;
Chuansumrit et al, 2008). Mykodenonaty wmodeTri B KoMOiHamii 3 JeKCaMETa30HOM,
BHYTPIIIHBOBEHHUM IMYHOTIJIOOYJTIHOM 1 BHCOKUMH A03aMu FIX 3 ycmixoM BHKOPHCTaNM Y KiJIBKOX
narfientiB (Klarmann et al,, 2008a, 6). Iluk;IoCoprH YCIHINIHO 3aCTOCOBYBABCS y OJHOIO MAIliEHTa
(Cross & Van den Berg, 2007), a putykcumad 3acTOCOBYBaBCS SK YAaCTHHA PEKUMY JIKYBAHHS 3
pPI3HUMHU pe3yJabTaTaMHM B TOBIJIOMJIEHHI MPO OJMH BHUMAJOK a00 MpO HEBEJIMKY CEpil0 BUIAJIKIB
(Mathias et al, 2004; ®oxkc et al, 2006; Alexander et al, 2008; Chuansumrit et al, 2008; Beutel et al,
2009).

Pexomenoauii

e Inaykuiss iMYHHOI TOJEPAHTHOCTI PEKOMEHAYETHCH y MALIEHTIB 3 BakKoW ¢(Gopmoro
remoginii A i crilikum iHriditopom, skuii nepemkogkae mnpodiiakTUli a00 JIKYBAHHIO
KkpoBoTe4 ctanaapTHumu go3amu FVIII (PiBens 1B).

« MimosipnicTs xopomoro pesyabraty IIT moske GyTH oliHeHA 3 BUKOPHCTAHHAM IiKOBOTO
TUTPY iHriditopa B aHamHe3i i moyarkoBoro THTpy (Hu3bkuil pusuk: <200 i <10 BO/mu,
Bianosigno) (Pisenn 1C).

* IHaykmia IMyHHOI TToOJIepaHTHOCTI Ma€ OyTM Ppo3novYara sIKHAMIIBUAIIE IIicJs
nigTBepaskens iHridoiropa i koau tutp <10 BO/ma (PiBens 1B).

* SIxmo Tutp iHridiropa > 10 BO/Ma1 Ha MOMEHT BCTAaHOBJICHHS JiarHO3Yy, NOYATOK Ma€ OyTH
BiK/IaeHO0, MOKH BiH He BaB HUx4e 10 BO/ma (PiBens 1B). SIkmo nuporo He crajocs yepes 1
PiK, yBara nopunHa 0ytu npuainena noyarky IIT (PiBens 2C).

* SIkmo TUTp iHriditopa B anamuesi <5 bO/mu, IIT nHeoOxinno moyatu B 103i S0 MO/Kr yepe3
nenb (PiBenn 2B).
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* Sxmo mnouyaTrkoBuii THUTP iHriditopa <10 BO/mu i mik B anamue3i <200 BO/ma IIT
notTpioHo nounHatu 3 100 MO/kr/no0y, saxmo nik He <5 bO/mJu (quB. Buie) (PiBens 2B).

* SfIxmo noyarkoBuii TUTP iHridiropa >10 BO/mu a6o icropuunuii mik >200 bO/ma IIT mae
nouyuHatucs 3 200 MO/kr/no0y (PiBenn 2B).

* SfIkmo pexxum IIT 50 MO/kr depe3 aenb a60 100 MO/kr/nody yCKIaIHIOETHCSI KPOBOTEYEIO,
103y noTpidHo 30iabmyBaTu nmoeranuo 10 200 MO/kr/no0y 10 10CATHEHHSI KOHTPOJII0 KPOBOTeYi
(PiBenn 2B).

e Inaykuiss iMyHHOI TOJIEGPAHTHOCTI NMOBHHHA TPUBATH [0 THX MHip, NMOKH He Oyae
NEePeKOHIUBOI TeHJAeHLil 10 3HM:KeHHs THTPY iHriditopa (20% 3a 6-micsiuHuil mepiox micis
JNOCSAITHeHHS MiKy TUTPY iHriditopa) i nepepsu B IIT nHeodxinno ynukaru (Pisenn 2C).

* 3HMKEHHS 103M MOKe PO3IVIAJATHCH Y NMALIEHTIB 3 HU3bKHUM PH3MKOM, SIK TiIbKH THTP
Bere3nn 3 BAMHUBAHHSM HeraTHBHUI BAa pa3u NMOCHiiIb i HAWHWKYKIT K1000BHil piBenby FVIII >
1 MO/na. Ioza FVIII noBuHHa OyTH 3MeHIIeHA 3i 30epesKeHHSIM HAlHMAKYOro 1000BOro piBHA
>1 MO/pa i minimMizanaunieo kpoBoteu B mepiog Mixk iHQysismu ¢axropa 3ropranns (PiBeHb
20).

* Sk Tinbku g03a FVIII 3umkyerbes 10 <50 MO/kr yepe3 1eHb NPHU 30epeskeHHi HAHHUKYOTO
piBasa FVIII >1 MO/na a6o naniBposnax FVIII micasi BAMMBaHHS CTAaHOBHUTH >7 1o, Mali€eHT
MO’Ke BBAKATHCS TOJePAHTHUM (cTynminb 2C).

* SIK1110 Hel0CTATHE 3HUKEHHS TUTPY iHri0itopa (3HMKeHHs HAa 20% NpoOTATrOM 6-MicA4HOrO
nepioay), Mo:xke OyTHM PpO3IJISIHYyTa aJbTEPHATHBHA CcTparerias. BapianTH BKJIKYaOTH
30ibmenns no3u FVIIL, BBenennsi pdFVIII, imyHocynpeciro purykcumadom a60 npunuHeHHs
HT (cryminp 2C). SIkmo HeMae ageKBaTHOI BIANOBiAI mporsarom 6 MmicsiiB micjasi BBeJAEHHS
apyroi Jjinii Tepamnii, IIT neodxinno npununntu (PiBens 2C).

* Oco0imBa yBara nmoBHMHHA OyTH NpHALTEeHA cHPO0i iHAYKYBAaTH IMYHHY TOJIEPAHTHICTH Y
nauieHTiB 3 remoginielo B, BpaxoBylouH BiIHOCHO HH3bKi NOKA3HUKHM BiAnoBiai i pusuk
aHaginakcii i Hepporuynoro cuuapomy. IloBizomusiiocs mnpo ycmimHe MO30aBJICHHS
iMyHoreHHocri, i 1onaBanns imynocynpecii 10 IIT acouiroBanocsi 3 HAHBHIIMUMH MOKA3HUKAMHU
yenimHocTi (PiBens 2C).

* Y XBOpHX 3 JIETKOIO/TIOMipHOI0 reMo(iiiero A Ta iHriditopom cnpoda o0XiiHOrO Mpenapary
mae nepexysatu po3rasaay IIT, nokasauku ycnixy sikoi € Hu3bKuMu B 1iil rpymi. (Pisens 1C).

* V XBopHMX 3 JIerKOK/MOMipHOI0 remogijgicl0 A Ta iHriditopom, sikuii acouillOTbHCHA 3
(¢enoTrunom KposoTeui, aHAJOriYHMM HaOyTiii remodinii A, HeoOxigHo cnpoOyBaTn
imyHnocynpecii (PiBenn 2C).

* [nayKuisi iIMyHHOI TOJIEPAHTHOCTI NOBMHHA NPOBOAMTHCSA 1ix HariasigoMm LlenTpy remodianii 3
AOCBiIoM y JlikyBaHHi iHridiTopa, sik BusHayaerbcsa HanionanbHow kiaacugikauniero 10nomMoru.
(PiBens 1C).

Jlikysannsa kposomeu

BaxxnuBe 3HavueHHS Mae peryspHUN KIHIYHUN OIS JOCBIMYEHUMHU KJHIIMCTAMH 3 OIIHKOIO
npuHaiiMHI 1oAHsA. bBinmbin cepiio3Hi KpoBOTeYi BHMAararoTh OUIBII 1HTEHCHUBHOTO HArfismy, i
CTaIllOHapHE JIKyBaHHS MOXXe OyTH HEOOXITHUM JUId 3a0e3MEeUeHHS CBOEYACHOTO BBEICHHS
reMocTaTHuHuX 3aco0iB. KpoBoTeui HeoOXiTHO JIKYBaTH Ha paHHIX cTalisx (mporaroMm 2 rox) (Salaj
et al, 2009; Kavakli et al, 2010; Berntrop, 2011), mo6 MmiximizyBatu ix 0oOCAT Ta MOB'I3aHi 3 HUMH
3aXBOPIOBAHOCTI Ta 3MEHIIUTH KiJBKICTh TéMOCTaTHYHUX 3ac00iB. [lamieHTH Ta iX cimM'T MOBUHHI OyTH
MIOCTaBJIEH] Ha JOMAIIHE JIKYBAaHHS SKOMOTa paHille 1 TOBUHHI OyTH HaBYEHHMHU PAHO PO3Mi3HABATU
CHUMIITOMHM KPOBOTEYl Ta OTPUMATH IHCTPYKLIIO MPO MOYATKOBOI cxeMH JiiKyBaHHs. IlamieHTH Ta ix
ciM'T MOTpeOyIOTh HUTOAO00BUN JIOCTYN JO JIOCBITYCHHUX JIKapiB 3a IMOPAAOI0 1 IS KIIHIYHOTO
oryany. Pe3ucTeHTHi 10 JiKyBaHHS KPOBOTEUl MOBHHHI 11eHTH(]IKYBaTHCS 00'€KTHBHO, a JIKYBaHHS
MOBUHHO paHo 3MiHIoBaTucs (Berntrop et al, 2011).

T'emocmamuuni 3acobu. 3 yacy Buxony nornepeanboi HacranoBu (Hay et al, 2006), He 3’ saBunmcs
HisIK1 HOB1 3ac00H, X04a HU3Ka HOBHX 3aC00iB 3HAXOAUTHCS B CTaAIl pO3POOKH.

[TamieHTH 3 HU3BKUM THTPOM IHTIOITOpAa MOXKYTh BIAMOBIAATH HA OLIBII BUCOKI, HDK 3BUYAHI
no3u FVIII/FIX. [NamienTu, siKi € pecrioHCHTaMU 3 BUCOKOKO BINMOBIJIIO, SIK TPABHJIO, OTPUMYIOTh
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FVII/FIX Tinpku npu cwibHUX KpoBoreuax.  Jlo3u, HeoOXinHi Juis HeiTpamizamii iHriditopa i
migsumeHas pisas FVII/FIX, xkomuBalOThCS B MIMPOKUX MEKax 1 iCHYIOTH pi3Hi (HemepeBipeHi)
anroputMu 103 (Gringeri & Mannucci, 2005; Kempton & White, 2009). ¥V namuieHTiB, sKi OTpUMyBaiu
FVII/FIX, HeoOxigHo peryisipHo (MiHiMyM ImoaHs) KoHTpoiroBaTu piBHi FVII/FIX, mo6 BusBuTH
Oynb-sike 301IbLICHHS aKTUBHOCTI 1HTi61TOpA.

[Tamientu 3 nerkoro remodimiero A 1 iHri6iTopoM moBuHHI MaTu cripody DDAVP 3 BumiproBaHHSIM
piBaiB FVII go i micas (0,5, 1 1 4 rox). Skmo BiAmoBiab ajekBaTHA, Leid 3acid B koMOiHamii 3
TPaHEKCaMOBOIO KHCJIOTOK ITOBMHEH 3aCTOCOBYBATHCS MpPH KpPOBOTEYAX, SIKi HMOBIpHO, HaayTh
BiANoBias. BaxnmmBo yHukHytn BrumBy FVIII y mamieHTiB 3 jerkoro remodimiero A 1 icTtopiero
1HTI0ITOpa, SIKIIO 1€ MOJKJIHMBO, OO0 3MEHIIWTH PHU3MK CTHMYJIIOBAaHHS TIEPEXPECHOI peakilii
iHTi6iTOpa, SIKMi 3HIKYE piBeHb 6azoBoro FVIII i moripmye ¢eHoTun kpoBotedi y marienrta. Llporo
MOXHa JOCATTH TPU 3aCTOCYBaHHI aKTUBOBaHOro pekoMOiHaHTHoro (akropa VII (rFVIIa) abo
DDAVP, 3anexHo BiJ] TXKKOCTI KpOBOTeUi 1 3apeecTpoBaHoi Bianosiai Ha DDAVP.

VY mnamienTis, ski He Bigmosigarote Ha FVIII/FIX, abo y skux Heooximno ynukueras FVII/FIX,
rFVIla abo aktuBOBaHi KOHIEeHTpaTtu mnporpombiHoBoro komriekcy (AKIIK) € meromom BuOOpY.
€nunnii HasBaui B ganuii yac AKIIK — me Iuri6irop ooxomy akrusuocti FVIII (FEIBA). O6unBsa
npemapaTi 00Xoay eEeKTHBHI MPH MalIMX 1 BEIMKUX KPOBOTEUAX, 1 KPOBOTEYA MOXKE BIIIOBICTH HA
OJIMH TIperapar, KOJM 3 IHIIMMHU HE BIAJIOCS JOCATHEHHS reMocrtasy. JloCHiKeHHsT BUBYAIHU 103U
rFVIla i nopiBatoBanmu edextuBHicTs FEIBA 1 rFVIla y Benenni pansoro remaprposy. JocmikeHHs
IHIIUX BUJIB KPOBOTEY i BAXKKOT'O TEMapTPO3y HE POBOIHIIUCS.

Jloza i wacmoma rFVIla. Y panmoMi3oBaHUX JTOCHIKEHHSX MOPIBHIOBAJIOCH KiJIbKa CTaHIAPTHUX
no3 rFVIla (90 MKr/kr) 3 OJHI€I0 BHCOKOIO J0300 IS JIIKYBaHHS reMaptposy. JlocmimkeHHs Oymu
HEBEJIMKUMU 1 BUKOPUCTOBYBAJIM Pi3H1 MOKa3HUKHM €(EKTUBHOCTI, ajle MPUITYCKarOTh, 1110 pa30Ba J103a
rEVIla (270 MKr/Kr) € HacTiIbKM 3K e(QEeKTHBHOKW 1 Oe3me4yHoro, sk 1 Tpu 103U 90 MKI/KT.
PannomizoBane AOCHIKEHHS MOPIBHIOBAJIO I cXxemMu y 18 mamieHTIB 1 MOKa3ajlo aHaJOTIuHy
edekTUBHICTh BUKOpUCTaHHs Ta MemianHy rFVIla (Santagostino et al, 2006). Ananoriusi pe3yabTaTH
Oyau OTpUMaHi B paHIOMIi30BaHOMY TIepeXpecHOMY MoBiitHOMY ciinomy gociimpkenni (Kavalki et al,
2006). [opiBHsuibHI gocnikeHHsT ogHOopa3oBoi no3u rFVIIa 270 MKr/kr y nmopiBHsSIHHI 3 OJHI€ET abo
nsoma no3amu rEFVIla 90 MKr/Kr He MpPOBOAMIIMCS, X04Ya CepeHs KUIbKICTh HEOOXITHUX 1H(Y31H A
JiKyBaHHS reMapTpo3y Oyna 2-4 (Y tomy uucii oxHe kKoHcoumigariiae nikyBanus) (Key et al, 1998), i
11e Mae OyTH BU3HAHO B OyJIb-IKOMY aHaji31 €EKOHOMIYHOi €()eKTUBHOCTI.

Ilopienanuna rFVIla i FEIBA. IlpocrieKTUBHE paHJOMI30BaHE HECIINE MEpeXpecHe JOCIHIKEHHS
nopisHioBao FEIBA (75-100 MO/xr) 3 neoma no3zamu rFVIla (90-120 Mkr/kr 2 Toa 0OWH BiJ OXHOTO)
JUI JTIKYBaHHS TeMapTpo3y B JOMAIHIX yMoBaX. AHajoriuHa e(peKTHBHICTh ClocTepiraiacs, xoda
MONepeHb0 BU3HAYEHI CTATUCTUYHI KpPUTEPIi JOCIIKEHHS EKBIBAJICHTHOCTI HE OyJIM BHUKOHaHI.
Xomen 3acib He € kpaMu B Oyab sKuit MOMeHT dacy (Astermark et al, 2007).

[Topiusunas Bucokux n03 rFVIla tppoma cmocobamu, crangaptHoi ao3u rFVIla 1 FEIBA mns
JIKyBaHHS PaHHIX TeMapTpo3iB MOBIIOMISIIOCS B PaHAOMI30BaHOMY IMEPEXPECHOMY IOJABIHHOMY
CIIINOMY JTOCHIJKeHH1 3a y4yacTio 27 mauieHTiB. JIBi rpynu 3 rFVIla manu anamoriyny notpeOy B
JI0JaTKOBOMY remoctaruyHoMmy JjikyBaHHi. ['pyma FEIBA mnotpeOye 3HayHO Oijiblie 10JJaTKOBOTO
JIKyBaHHS B TOPIBHSAHHI 3 rpynoro Ha BUcokux no3ax rFVIla i tenaenuii 1o O1Ib1I0ro A0JaTKOBOTO
JiKyBaHHS B TOpPIBHSAHHI 31 cranaaptHoro no3ot0 (90 mxr/kr) rFVIla. ¥V KokpaniBcbkoMy ormsiui
edextuBHOCTI rFVIla 1 AKIIK, BoHM OynM €IWHUMHU NOCITIPKCHHSIMHU, BU3HAUYEHUMH SIK BiAMOBIIHI
s a”amizy 3 10 3Haiinenux BumpoOyBasb. IIpoTe, aBTOpM BHU3HAUMIIM METOOJOTIUHI HETOJIKU B
000X JOCHIJKEHHSX 1 JIAIUTN BUCHOBKY, 110 reMocTatnyHa edextuBHicTh MK FEIBA 1 rFVIla 6yna
ananoriunoro (lorio et al, 2010a).

Huzka ¢akropiB MoXke BIUIMBATH Ha PE3yJibTaTH Ta BUCHOBKU IUX JOCHIIKEHb, Yy TOMY YHCII
HEBEJIMKA KUIBKICTh MAII€HTIB, PI3HOTO CTYNEHS TSDKKOCTI KPOBOTEUi ()EHOTHII, HASBHICTh LIJIBOBUX
Cyrio0iB, Cy0'€KTUBHICTh OLIHKK €(EKTUBHOCTI JIIKyBaHHS MAaIli€HTa, 3aCIIMJICHUNA a00 HECICTTHA THIT
JesIKUX JOCIIJIKEeHb 1 pi3HI KpuTepil BKiItoueHHs. dakTopu, sSKi MOXKYTh BIUIMHYTH Ha BiJIOBiJb Ha
00xiH1 3ac00u, HemaBHO Oynu y3aranbHeHi (Berntorp, 2009).
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Bucnoseku. Ilpu paHHROMY T€MapTpo3i, KM  JIKYETbCS B JIOMAlIHIX yMOBaxX, OJHA J03a
rEVIla 270 Mxr/kr € HacTimbku XK edexTuBHOW0O 1 Oe3meunor, sk Tpu no3u rFVIla 90 mkr/kr.
[MopiBHsTBHI HocimkeHHs oaHiel qo3u rFVIla 270 MKI/Kr y OpiBHSHHI 3 O/IHI€I0 200 JBOMA J103aMU
rEVIla 90 mxr/kr He mpoBoamiucs. OmxHopasoBa no3a FEIBA BusBmiacs HacTiIbkd X €(EKTHBHOIO,
gk aBi crangaptHi no3u rFVIla, BBexeni 3 inTepBaiom uepe3 2 roxuuu. Onna Bucoka goza rFVIla
MOke OyTH O1IbI e(heKTUBHOIO, HIXK 0iHOpa3oBa f03a FEIBA 9 rox micist mikyBaHHSI.

Inwi eapianmu nikysanus. MeTonu JiKyBaHHS, Taki, SK IUia3madepe3 3 IMMYHOAACOPOINEr0 1
Bucoki jo3u FVIII cning po3risaaT 3ayie)HO BiJ] KIIIHIYHOT CUTYyaIlii 1 0COOIMBO, SKIO BiAMOBIAb HA
00XigHI 3acO0M HEIOCTaTHS, XOo4ya 3aco0M JUIsl IIbOTO CIOCOOYy JIIKYBaHHS HE HAOYIM IIHPOKOTO
3aCTOCYBaHHSI.

TpanekcaMOBY KHCJIOTY CIiJl pO3IJISAaTH IPU BCiX KpoBoTedax, siki Jikytoth 3 rFVlIla, ame
0COOJIMBO BOHA Ba)XJIMBA TPU KPOBOTEUAX CIIM30BUX OOOJOHOK. ICHYIOTH MOOOIOBAHHS 3 MPUBOIY
CYIYTHBOT'O BUKOPHUCTaHHs TpaHekcamoBoi kucioTu 3 FEIBA, ane moBigoMJICHHS MPO YCKIJIaTHEHHSI
Ay’Xe pilukicHi i 6araTo JikapiB 3acTOCOBYIOTh TpaHekcamoBy kucioTy 3 FEIBA (Tuyet Tran et al,
2011; Holmstrém et al, 2012).

[MTamienTH, sSKi OTPUMYIOTH OOXiJHI 3acO0H, MiIIAMOTHCSI PU3UKY TPOMOO3Y, OCOOIHMBO JOPOCHI 3
BIJIMOBIAHUMH CYIMYTHIMU 3aXBOPIOBAHHSMHU, 1 MOBUHHI PETYISPHO KOHTPOIIOBATUCS KIIHIYHO MO0
takux noxii (Aledort, 2004; Summer et al, 2007; Baudo et al, 2012).

Ilocniooéna abo kombinosana mepania. KomOiHOBaHe mikyBaHHS 3 3actocyBaHHsAM rFVIla i
FEIBA Moxe IisiTU CHHEPriYHO y NESKUX MAI[iEHTIB 1 MOXE PO3IIISIIATUCS TpHU HEOEe3MeYHHX s
KUTTSL 1 370pOB'S KpOBOTEeUax, sIKi HE BIANOBIAalOTh Ha JiKyBaHHS abo oOOXimHI 3aco0u sk
MoHoTepamiro. O0XigHi 3ac00M MOXHa BBOJUTH IOCIiZ0BHO ab0 B koMGiHamii (Schneiderman et al,
2007; Martinowitz et al, 2009; Gringeri et al, 2011). L{s crparerist JiKyBaHHS € HENIIEH30BaHOIO,
MOBIAOMJISUIACA JIMIIIE Y HEBEJIMKOi KUIBKOCTI MAIli€HTIB 1 Ma€ MOTEHIialdl CIPUYMHEHHS BEHO3HUX 1
aprepiaJibHUX TpoMO03iB, 0COOJIMBO Y JIITHIX MAalLll€HTIB Ta y Mall€HTIB 3 HAOYTUM (DaKTOPOM PHU3UKY
TpoMOO03y. ABTOpPH 3HAIOTh MPO HEOMyOIIKOBaHI BEHO3HI TPOMOO3H, MOB'A3aHI 3 KOMOIHOBaHHUM
JKYBaHHSM, 1 HOT0 CIiJ] pO3riIsAaTy TUIbKH y BUHATKOBUX oOcTaBuHax (Ingerslev& Serensen, 2011).
KoHceHcycHa 3asiBa 00roBoproBajia NOTEHIIHHY poJib mociigoBHOT koMbiHoBaHoi Teparii (Teitel et al,
2007).

Ineioimopu FIX, nos'sizani 3 anepeiunumu peaxyismu. IlamieHTH, SKi Majaud CEpHoO3HI peaxiiii,
NoB'sA3aHl 3 KOHLEHTpaTamu, 1o MmictaTh FIX, moBuHHI oTpumyBaTu JikyBaHHsA KpoBored rFVIla
(Warrier, 1998; Chitlur et al, 2009).

Jlikyeanns cneyughiunux npobnem kpogomey
PexomeHganii CTOCYIOTbCSI KOHKPETHHUX KIIHIYHHMX CHUTYyallil, ajge 3a BIACYTHOCTI KIIIHIYHHMX
BUIIPOOYBaHb BOHU 000B'I3KOBO 3/IIHCHIOIOTHCS HA OCHOBI KOHCEHCYCY.

Kpososunusu 6 m'axi mxanunu. A6o rFVIla 90 Mxr/kr 2-3 moOrouHu 3 OMIHKU MICIII KOXKHOI 103U
abo FEIBA 50-100 on/kr 3 ormsaom uepe3 8 roauH. SIKIIO € yacTKOBa BIJMOBIJb MICHS TPHOX 103
rFVIla a6o 8 rox micnst FEIBA, Heo0X11HO pO3IJISIHYTH MUTAHHS MPO MPOJIOBKEHHS TAKOTO XK PEKUMY
1 IPOBECTH MOBTOPHY OIIIHKY depe3 24 rona abo 30uIblIeHHS A03u a00 Y4acTOTH BBEACHHA. 3araibHa
no3a FEIBA ne nosunna nepesuiryBatu 200 MO/kr/no0y. fIkmio BiANOBib HE COCTEPIraeThes, a00
KpOBOTeUa MOTipIIyeThCs, HEOOXIAHO MEeperTH Ha aabTepHATUBHUM OOXimHMN 3aci0. JlikyBaHHS ciif
MPOJOBXKYBAaTH J0O IOBHOTO BIJHOBJIEHHS (YHKLIA M'A31B 31 3HIKEHHSAM JO03M 1 YacTOTH MpHU
CTHIOCTEPEKEHH1 TOJITIIICHHS.

Kpososunusu 6 cyenobu. Cnin po3riisHYTH IMMOOLTI3AIlI0 YPaKeHOTO Ccyriioda i BUKOPHCTAHHS
makeTiB 3 JboAoM. HeyckmagHeHud remMapTpo3 HEOOXITHO JIKyBaTH 3a THM JKE€ IPOTOKOJIOM
JIKyBaHHSA, IO 1 KpOBOTEUlI M'SIKMX TKAaHUH 1 JIKYBaHHA MOBHHHO IPOIOBXYBAaTHCS IO IOBHOTO
BIIHOBJICHHS CYTJI001B, 3HOBY K TaKd, 3HIDKYIOUH JI03H 1 YaCTOTY 3 MOJIIMIIECHHSIM B Ccyriio0i. Panniit
reMapTpo3 MOKHA JIIKyBaTH 0iHOpa3oBUM BBeJeHHAM rFVIla 270 Mkr/kr i oninuTH yepes 4-6 u.
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Buympiwnvomosxosi kpososunusu. JlikyBanas ciig nmounHnatu 3 rFVIla a6o FEIBA, ax Tinbku
niarao3 migo3proerbes (rFVIa 90-120 MKr/Kr KOXHI 2 TOIWHU 1 OIIHUTH BiIMOBIAb IICIS IBOX
3actocyBanb a0o FEIBA 100 MO/kr 3 omiHkoro yepe3 4 roj). SKimo TuTp iHTiOITOpa HU3BKUM, CIIif
posrisiHyTH KoHIeHTpaT rFVII/FIX 3 perymspaum monitopunrom FVIII/FIX ta nepexin Ha oOXimHuiA
3aci0, sKmo TUTP iHTiIOITOpa 3pocTae. Jlo3a abo yacToTa MOBHHHI 30UIBITYBATHUCS, SKIIO € YaCTKOBA
BIJINIOBI/Ib 1 JIIKYBaHHA Ma€ OyTH MEPEKIIOYCHO Ha allbTepHATHUBHMIA 3aci0, KO0 HEMa€E BiAMOBiAl a60
croctepiraeTbcs moripmenas. Makcumanbaa no3a 200 MO/kr/nodby FEIBA, i#imoBipHo, Oyne
MEePEeBUINEHA B IIMX 00CTaBUHAX 1 I1€ PO3YMHO 3JICKHO BiJl KOHKPETHOTO BUMAIKY. SIKIIO BiIOBIIb HA
aIbTepHATUBHUIM 3aCi0 HE € aIeKBaTHO0, MOKe OyTH PO3TIISIHYTE MOCIiAOBHE JIIKYBaHHS LIMMU JIBOMA
3aco0amu. [HTEHCHBHE JKyBaHHS CIiJ MPOJOBXKYBATH HPOTATOM HE MEHIIE 5 JHIB 3 PEryJspHOIO
pamioNoTiYHO0 OIiHKOM. [TOBUTbHE 3HWKEHHS JT03M 1 YaCTOTH MOXE OyTH, KOJIM CIIOCTEPIraeThCs
nomimmenas.  EdexkrtuBnicte 100% s 1mo3aMO3KOBUX — KpoBOBWIMBIB 1 82%  mus
BHYTPIIITHPOMO3KOBUX KPOBOBWJIMBI 3 3aCTOCYyBaHHAM ~craHaapTHuX no3 rFVIIa nemaBHO Oyna
nosigomiieHa (Nakar et al, 2010).

Metonu nikyBanns, Taki, ak rFVII/FIX 3 miasmoBoro 3amMiHOIO CIiJl pO3MIISIATH 3aJ€KHO Bif
KIiHiuHMX oOctaBuH 1 BigmoBimi. [Ipodinaktuune nikyBanns 3 rFVIla a6o FEIBA mnoBuaHO
PO3MOYUHATHCS, K TITbKUA MPUIMHUBCS KPOBOBWJIMB 1 TPUBATH MPOTITOM MPUHANMHI 6 MiCSIIIB.

Pexomenoayii

* Ha micusix moBMHHI OyTH 00JAIUTYBaHHA VI JIKYBaHHSI KPOBOTeY BIIPOJAOBXK 2-X I'0OJ
BaAoMa a0o B JikapHi. [IanieHTH NMOBUHHI OTPUMYBATH JOMAIIHE JIKYBAHHS 32 Y3IOJKEHHMMHU
NMOYATKOBUMH CXeMaMM, fIK TUIbKH Lie NMPAKTUYHO MOJIMBO Pa3oM 3 HAJAIUTYBAHHAMM 3i
IIBH/IKOIO0 J0CTYITYy 10 JiKapHi 200 KOHCYJIbTalil focBixueHoro kiaininucra (Pisens 2C).

* KpoBoBuiuBH Mo:kHa JikyBaTu Bejdukumu gozamu FVIII/FIX y mauieHTiB 3 HU3BKOIO
Binnosinai i FEIBA a6o rFVIla y nanienTiB 3 Bucokoo Bignosigaio. FVIII mo:xe po3rasiaatucs
NPH KPOBOTEYAX Yy MALIEHTIB 3 BUCOKOK BilNOBIA/AI0 3 HU3bKMM TUTPOM AHTHUTI/I. Y Nalli€HTIB 3
HHM3bKOK BiANOBIJAI0 3 HU3bKHUM THTPOM IHri0ITOpPIB Kpamie 30LILIINTH YaCTOTY 3aCTOCYBAHHA
FVIII/FIX, a He 36inbmenns ao03u (PiBenn 2C).

* [TauienTH, AKi 3a3Ha7u ajepriuny peakuiro Ha FIX, noBunHi orpumarn JikyBanus rFVIla
(PiBenn 1C).

* PazoBa no3a FEIBA (50-100 mkr/kr), pa3oBa Bucoka ao3a (270 mkr/kr) rFVIIa a6o 1-3
cranaaptHi 1034 (90 mxr/kr) rFVIla € BapianTamu jikyBanHsi pannix remaprpo3is (PiBens 1B).

e JlikyBaHHSl KPOBOBWJIMBIB 1032 CyrJio0aMH INOBHHHO NPOBOJMTHCH i3 3aCTOCYyBaHHAM
FVII/FIX a6o crangapTaux 103 FEIBA a6o rFVIla no nosisu nogaasmux nanux (Pisens 2C).

* TpanekcamMoBa KHCJ0TAa NMOBHHHA PO3IVIAJATHCH Y BCiX NANIEHTIB, sIKi He OTPUMYIOTH
Bucoki no3u FEIBA (> 200 MO/kr/nenn), ajge oco01MBO Ba/JMBa [JIsl JiKyBaHHSI KpPOBOTeY
cau3oBux (PiBens 2C).

* Jlesski KpoBoTeui, sIKi He BiANOBiIalOTHL Ha 00XigHI 3ac00HM, MOKHA YCHIIIHO JIKyBaTH
LIIJISIXOM BHJAJICHHSA iHri0iTopa 3 BUKOPHCTaHHAM IIa3Madepe3y Ta iMMyHoaacopOuii pasom 3
BUCOKMMH 103amMHu ¢akTopa koHuentpary VIII/IX (PiBens 2B).

* Kom0inoBane jikyBannsi 3 rFVIla i FEIBA noBuHHO po3riasiiaTucsl TiIbKM 3 NPHBOAY
HeOe3MeYHUX Uil )KUTTH YU 310POB'Sl KiHIIBKH KPOBOTEY, AKi He BiINMOBIAAI0OTHL HA OyIb-AKUI
3aci0, BuKopucroBpyBannii okpemo (Pisenn 2C).

* [NamienTn 3 Jerkow/momMipHol0 remodiiizio A 3 BHCOKOK MNOIIMPEHICTIO iHTri0iTOpHMX
myTaniii a0o cimeiiHOI0 icTopi€lo iHridiropa, mosuHHi JikyBatucsi 3 DDAVP, mo0 yHuxkHyTn
By FVIII (PiBens 1C).

e IlapieHTH 3 JIerko/moMipHOI0 remogidiel0 A Ta IHridiropamMu NOBHHHI JiKyBaTHCH 3
DDAVP, Bkuawuawum 4 rog ©0e3 3uumxkeHHs FVIII piBuiB, I wmeii 3acid y moeaHaHHi 3
TPAHEKCAMOBOK) KHMCJI0TOK MOBHHEH 3aCTOCOBYBATHCSH 10 MOKJINBOCTI, 1100 YHUKHYTH BILIUBY
FVIII (PiBens 2C).

e JlikyBaHHsI KpPOBOTe4i 3aJIe:KUTh BiJ i Jokamdizamil I TSKKOCTI, BiiOMOCTeldl NpPO THUTP
iHri0iTopa i momepenH0 BiAMOBiAL Ha OO0XiAHI 3aco0M I YM MAaNiEHT Ma€ HU3bKY a00 BHCOKY
BianoBiab (PiBensb 2C).
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Xipyprist

Xipypriuti BTpy4aHHs Yy HAIi€HTIB 3 iHT101TOpaMu — 11e MPOLEAYPU BUCOKOTO PU3UKY, IO SKUX HE
CJI1J] CTAaBUTHCS JIETKOBAXXHO, OCKUIBKHM HEMa€ KOAHOI0 3aco0y, sIKUil OM MIr rapaHTyBaTu remMocras. ¥
JesKMX BUMAJIKax B IHTepecax Malli€HTa Kpalle He BXXHMBATH Taki mpouenypu. ['emocras moBHHHEH
OyTH aJIeKBaTHUMHU Y MEpUTA MiCIA0NepaLiifHUX NepioAax JUIsl CHPUSHHS 3aTOEHHIO PaH 1 IPOBEICHHIO
¢izioTepanii Ta peabimiTamii micyis BEIUKHUX onepalliii Ha cyriaobax.

SIKIIO MaIi€HT Ma€ HU3BKMA TUTp aHTUTLI, BUCOKI 1 vacti mosu FVII/FIX moxyrs Oytu
3aCTOCOBaHi. Y TAIli€HTIB CIiJl peTelibHO KoHTpomroBatu piBHi FVIII/FIX i crmocrepiraté oo
PO3BHTKY aHAMHECTHYHOI BiAMmoBimi, sika Moke mBuAKO 3pooutn FVII/FIX nHeedbektnBHUMHU. Y
XBOPHX 3 JIETKOIO/TIOMIpHOIO TeModisiero 1 momepenHim iHriditopom cmin posrasaatu rFVIla, mo6
YHUKHYTH aHAaMHECTHYHHUX BiJIoBineld. Maii npouenypu MoxyTh OyTu miarpumani DDAVP, skmo
BIJITIOBI/Ib € a/ICKBATHOIO.

rFVIla 1 FEIBA 1 Oynu ycHmimHO BHKOPHUCTaHI JJis MATPUMAHHS XIpypridHOTO BTPYYaHHS 1
BBAXXAETHCS, IO BOHH MOXYTh OJMH OJHOTO B3a€MO3aMIHIOBATH, OCKUIBKH OOHMIBA TPOIOHYIOTh
edextuBHmiA remoctas y 80-90% mamientiB (Quintana-Molina et al, 2004; Tjennfjord, 2004; Obergfell
et al, 2008; Teitel et al, 2009; Rodri'guez-Merchan et al,, 2010; Takedani et al, 2010; Rangarajan et al,
2011).

Jlo3a 1 TPUBAIICTh 3aCTOCYBAaHHS LUX 3aCO0IB MPU PI3HUX BHIAX XIPYpri4HOTO BTPYYaHHS HE
cranfaptu3oBati. KoHcencycHuil npotokon 3 3actocyBanHs rFVIla mpu 1muiaHoBHX OpTONEAMYHHUX
XIpypriuHux BTpydaHHsX Mae Oynau omyoOusikoBanuMm (Giangrande et al, 2009). IToBizomisuiock mpo
BBeneHHs: rFVIIa OesnepepBHOro iH(DY3i€l0 y KIIHIYHUX JOCHIDKEHHSX, ale JaHi Mpo #oro
e(CKTUBHICTh € HEMOCIIOBHUMHM 1 el miaxin He jinensoBanuit (Smith et al, 2001; Ludlam et al,
2003; Pruthi et al, 2007). FEIBA, sk mpaBuiio, 3acTOCOBYeThCs B 1031 75-100 oauHuUIp KOXHI 8-12
TOJ.

Bubip o6xigHOro 3aco0y M1 KOHKPETHOTO Malli€HTa, KU MoTpedye XipypriyHoro BTpYYaHHS,
3aJeXUTh BIJ BIANOBI/I Malll€eHTa HAa 00XIJHI 3aCO0M 3 MPUBOJY MOMEPEIHBOIO JIIKYBaHHS KPOBOTEUI,
nocBigy LleHTpy JikyBaHHs, BEHO3HOro AocTymy, ictopii 3 anamHe3om FEIBA Ta Baprocti. Ilpu
BaXKi gopmi remodinii A aHaMHe3 He 3MIHUTH (eHOTUIl KpoBoTeul abo BianoBigs Ha FEIBA, ane
BUKJIIOYAa€e MOXIMBICTh 3acTocyBaHHA FVIII B SKOCTI KOPOTKOTPHBAJIOrO 3aXOAy JJs JIIKYBaHHS
HEKOHTPOJIbOBaHO1 KpoBoTeul. KoMmimiekcH1 MpoToKomy, ki BUKOpucToBy0Th rFVIla B mouarkoBomy
nepionepaniifHomy nepioai 3 nepeseneHHsM Ha FEIBA nns tpuBanoi micasionepariiiHoi peabimiTarii,
YCHIIIHO 3acTOCOBYBaJMcsA B JAekuIbkox Bumaakax (Teirens Ta iH, 2009). Manenbki aiTH, sKi
ouikytoTs IIT, moBuHHI MaTH Xipypriuni npouenypu 3 rEVIla.

OO6uBa MPOAYKTH € MOTEHLINHO TPOMOOT€HHUMH, 1 TPOMOOTHYHI MOAIl Oy/lIM 3apeecTpoBaHi y
0ci0 3 101aTKOBUMH (DAaKTOPH PU3MKY Ta/ab0 KOJH J03a Ma€ MEPEeBULIUTH JIIIEH30BaHI peKOMEHamii
(Aledort, 2004; Teitel & Poon, 2004). AuTH(10prHOMITHYHI 3aCO0H, TaKl K TpaHEKCaMOBa KUCJIOTA,
MOXyTh 3acTocoByBatucs 3 rFVIIa (Schulman et al, 1998). 3actocyBaHHs TpaHEKCaMOBOT KHCIOTH 3
FEIBA He pexoMeHIy€eThCsl 3TiHO 3 PE3IOME XapaKTEePUCTHK MPOAYKTY, ajie BOHa Oysia 3aCTOCOBaHa B
ik curyartii 6e3 modiunux edekris (Holmstrom et al, 2012).

Pexomenoayii

* Onepanii y nauieHtiB 3 iHriditropamu noBuHHi nposoautucs B LlenTpax kommiexcHoi
ponmomMorn mnpu remodinii 3 gocBizom podéoTM B XipypriyHoMy JIIKyBaHHi NAani€HTIB 3
iHridoiTopamu i uisiogo60BUM J0ocTynom 10 koHcyabTanii cneniagictiB (PiBens 1C). I'emocTa3 He
MOxe OyTH TrapaHTOBAHMM 3 OyIb-IKMMHM JAOCTYIIHUMH TIeMOCTATHYHHMMH 32c00aMH, TaAKHUM
YUHOM, XIpypriyHi mnpouexypu NOBHHHI NPOBOAMTHCH TUIBKH MiCJA peTeJIbHOI OUIHKH
NOoTeHUiHHUX pu3nkKiB i kopucri (Pisens 1B).

* FVII/FIX mo:ke 3acTOCOBYBATHCS, SIKIIO MOK€ OYyTH JOCATHYTO 32/10BiJILHOrO PiBHS B
mia3Mmi (Pisens 1C).

* rFVIla a60 FEIBA mokHa 3acTOCOBYBaTH B PeKOMEHJA0OBAHMX JilneH3icw no3ax (PiBeHb
2C). Sxmo mouyaTrkoBa O0OXiIHA Tepamis He BJA€TbCSA, MOKe OyTH 3aCTOCOBaHHWM
aJbTePHATUBHUI 00XiHMI 3aci0.
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IIpodinakTuka y nanieHTiB 3 iHridiropam

binpmiicte marieHTiB 3 iHTIOITOpaMu HEe MOXKYyTh BukopuctoByBatd FVIII/FIX nns mpodinakTuku,
OCKUTBKU TIEPioJl HAMIBPO3Maay 3aHaATO KOPOTKHU, X04a JIIKyBaHHS OJWH a00 /1Ba pa3u Ha JCHb MOXeE
OyTH eeKTUBHHUM Yy MaIi€HTIB 3 iHTiOITOpamMu 3 HU3bkuMHU TuTpamu. Jlocrimkenas FEIBA 1 rFVIla
MOKa3aJIi 3HIKEHHSI YaCTOTH KPOBOTEY, MiATPUMKY a00 IMOJIIIIIEHHS OLIHOK CYTJIO0iB 1 MOMIMNIICHHS
skocTi utTs (Tadm. III). FEIBA acomitoeTbest 3 aHaMHE30M 1 HE TIOBUHEH 3aCTOCOBYBATHCS Y THX, Y
koro mianyerses IIT.

Bbynu omyGnikoBaHi aBa mepcrnekTuBHI mociimpkeHHs. [ocmimkenus ProFEIBA mopiBHIOBasiO
npodinaktuky FEIBA 85 MO/kr 3 nHi Ha THXXIEHB 3 JIIKyBAaHHSM 32 BUMOTOIO, 1 TIOKA3aJI0 3HIKEHHS
3arajJbHOl KUIBKOCTI KpoBOTed 3 13 10 5 mpotsiroM 6-micsuHoro mepiomy. [ocmimkeHHs Oyio
PaHIOMI30BaHUM TEpeXpecHUM 3a au3aiiHoM. CepeqHs KUTBKICTh reMapTpo3iB mia 4ac 6 MicsayHOi
npodinaktuku Oyna 4,2 1 6/26 oImiHIOBaHMX NAI[IEHTIB HE Majd KPOBOTEY IiJ 4Yac NMPOQiIaKTUKH
(Leissinger et al, 2011). IIpocnektuBae nocmimkeHns rFVIla mokaszano 3HMKEHHS KPOBOBHJIMBIB Y
CyrJio0M B cepeTHbOMY 3 14 BIPOMOBXK 3-MICSIYHOTO MEPiojy JIKyBaHHS Ha BUMOTY JIO B CEPETHBOMY
npubmmszHo 8 1 4 mporarom 3 MicsaniB Ha go3ax 90 ab6o 270 Mkr/kr/mens BiamosigHo. He Oyio
CTaTHCTUYHO 3HAYymIo1 pisHuii Mixk go3amu 90 i 270 mxr/kr (Konkle et al, 2007). Ile mociimkeHHs He
OyJl0 paHIOMI30BaHMM TIEpEXpPEeCHUM 3a au3aiiHOM. JlaHi, OT)Ke, MEHII HafiifHi i ToW ¢akT, Mo
3HWKCHHS TTOKa3HHUKIB KpOBOTEY, sikeTpuBaio i micyis rFVIla npodinak Tk, NIPUITMHUAIOCS, MOKIIHBO,
ne Oymno BumaakoBuM. JKomeH oOximHuil 3acid TOBHICTIO HE 3amobiraB KpoBOTedi y OULIbIIOCTI
MAIi€eHTiB, Xoua OOWJBa TIOKa3aj¥ 3HAYHE 3HIKCHHS 4YacTOTH, ajie pe3yJbTaTd HE MOXHA
nopiBHIOBaTH. He BiIoMO TakoK, UM 3HM)KEHHS! KPOBOTEY BILIMBAE HA KOPUCTD 3 TOUKU 30pPY MATOJOTI]
cyrioba, ane, BpaxOBYIOUM KUIBKICTh Te€MapTpo3iB, fKi CHOCTepiraiucs, 3amoOiraHHs mporpecii
aptponarii HaBpsa uyu BigOynmerscs. KpiM Toro, He BiOMO, UM MOKa3HUKHW KpPOBOTEY OYyIyTh
3MEHIIyBAaTUCA Aalll 3 TPUBAIUM MEpioAoM MPoQiIaKTUKU a00, Y HIKY1 JO3M MpernapaTiB HACTIIbKU
K e(heKTUBHI.

Ta6anus I11. locaigxeHHs, 110 BUBYAKTH NPOMIIaKTHKY 00XiTHUMH 3ac00aMu

Hocaikenns IMamienTn Cxemn PesyabTatr

. FEIBA 85 MO/xr £+ 15%3 ne 62% 3HIDKEHHS BCiX KpoBoTed, 61%
26 nopociux 1

Leissinger Ta ia (2011) et TTOCTITOBHUX JTHI Ha TIDKACHB 3HIDKCHHS KPOBOBIJIMBIB Y CYTIIO0N
TOPIBHSHO 3 JIIKYBaHHSM Ha BUMOTY
22 BUIIAAKU rFVIIa 90 npotu
Konkle Ta i (2007) 5+1-50-5 poxis 270. MKF./KI.“/MHB 45% 1 59%-Be 3HIKEHHS KPOBOTEY
3 micsui IiKyBaHHS Ta
3 MICSIIi CITOCTEPEKECHHS
22 nmiteit FEIBA mip gac IIT ) L )
Kreuz 1a in (2000) 0-1-6 poxis 50-100 MO/kr/106y MeniaHna piuHOT 3aXBOPIOBAHOCTI Ha
remaptpo3 1 (0-6)
Valentino (2004) 9 nireit 6 va IIT FEIBA 3HMKEHHS TeMapTpo3a 1] Yac
75-100 MO/kr mikyBauHsi FEIBA
FEIBA 577 477
Hilgartner ta in (2003) | 7 nitel 50-100 MO/xr HPOTPECYBAHI apTPOTIATIL %/7
. HOBHUX ypa)X€HUX LiJTbOBHUX CYTJIOOIB
UYepes neHb a0 x 3/THKHI
KpoBoBMIIMBY y Cyriio0H 3MEHITHIHCS
DiMichele i Ne'grier 14 namienis FEIBA 15-100 MO/kr y 83%.
(2006) Ioxws — x 1/ THOKICHD VY 8/13 migTpumyBaBes CTaH cyriooa,
y 3/13 cran cyrnoba HoKpamuBcs
5 mamieHTiB FEIBA 3HMKEHHS KPOBOBUIIUBIB Y CYTJIOOH
Leissinger Ta in (2007) | 3-16 pokiB 5-75 MO/kr/Tnx MiATpUMAaHHS 200 MOJIIIIEHHS OLIHOK
abo 100 MO/kr/noby cyrnobis
6 malicHTIB FEIBA 3HMKEHHS KPOBOBWINBU
Valentino (2009) 3-7-24 poxu 100 MO/kr/no0y abo [MoninmieHHst OPTONEANIHOTO CTaHy
50-75 MO/kr xoxeH 3 geHb TToninmeHHs SKOCTI JKUTTS
Morfini Ta in (2007) 13 nopociux i FVila 3HMKEHHS YaCTOTH KPOBOTEY

JiTe 200 MKI/KT/THXKIEHD
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He numBHO, 1m0 [Ba TPOCHEKTUBHUX  JIOCIHIIHKCHHS  MalOTh  HIDKYL  pe3yiabTaTH
MOPIBHAHO 3 pe3yJbTaTaMH OUIBIIICTI OIMYyOJIKOBAHOI JITEpaTypH, Xo4da OOWIBa IOCIIKCHHS
BKJIIOYAIM TUIBKM TMAIl€HTIB 3 BHCOKOI YacTOTOK KpoBOTed. JlOCTymHI JaHi TEPEeKOHIMBO
MIITBEP/UKYIOTh AYMKY, IO MpodilakTHKa IIYHTYBaHHSIM He Tak edektuBHa, sk FVIIVIX, 1 me
HiCUIIIOE PEKOMEHIAII0 T030aBIsATH IMyHOTEHHOCTI iHTi0iTOpa sSIKOoMora pasime. Sk i1 y maimieHTiB
0e3 1HT101TOpIB, KPAIIUHA MIAHC 3aI00ITTH apTPOMATii — 1€ MOYaTOK NEPBUHHOT MPO(dIJIAKTHKA y TITESH 3
PaHHBOTO BIKYy 0€3 ICTOTHOIO MOIIKO/KEHHS Cyriao0iB. bararo 3 omyOIsliKOBaHMX IOCTIIKEHb 3
npodiaKTUKK 1HT10iTOpa OY/IM MPOBEACHI Yy JITHIX MAIlI€HTIB 31 3HAYHOIO apTPOMATIEr, ¢ KOPHUCTh
Ba)XXKO MPOJIEMOHCTPYBATH. JlOCIIPKEHHS y IiTeH 3 XOpomor 6a30Boi0 (GyHKIIEI Cyrino0iB moTpiOHi
JUTsL BUPILICHHS I[bOTO TTUTAHHSI.

IcHytOTH pi3HI MPOdITAKTHYHI CXEMH Teparii o0 103U 1 4actoTa iHGy3iid. OnTUMalbHI CXeMH
u1si 000X 3ac00iB HEOOXiJHO BCTAHOBUTH 1 MPHUHATH pileHHs moa0 ¢gakropiB 3 moteHiaiom IIT,
yacToTu iH(Y3il, monepeanboi BIAMOBIAI Ha 00XiaHI 3acobu 1 BapTOCTi JiKyBaHHs. JloBmuii mepion
HamiBpo3nany FEIBA Moxe 3poOutu 11e 011611 MPAaKTHYHUM JIJIs1 0araTboX MarieHTiB.

[MamienTis, y sikux Benerbes 1T, ado sxmo T Gyna neBnanoro, MoxxyTs Oyt Bukopucrani rEVIla
abo FEIBA. 3a3Buuaii BukopuctoByBaHi cxemu JiikyBaHHs rFVIla 90 mxr/kr Ha nenp a6o Ha FEIBA
50-85 MO/kr 4epe3 neHb ab0 TpW pa3ud Ha TWKACHB. Jleski MaIlieHTH BiANOBIJAIOTh HA HAOarato
MeHnn go3u, Hanpukiaa FEIBA 10-15 MO/goly. fkmio mouyaTKkoBe JIiKyBaHHS € HEBIAIUM, TO
30inpmennas yactotu iHpy3iit FEIBA npu 30epekeHHi Ti€i x 3araiabHOi 7031 Oyze OLIbIl eKOHOMIYHO
e(deKTUBHUM BapiaHTOM, HDX 30UTblIeHHS 103u. AHanorigyHo 3 rFVIla, sKmo kpoBoTedi TPUBAIOTH,
He3Baxaroun Ha 90 mxr/kr rFVIla, moxenne 30inbmenns a03u 0ysino Heedpexkrusuum (Konkle et al,
2007), a TakoXx 301LIBIICHHS YaCTOTH JJO3H € OUTBII JIOTTYHUM ITiXOI0M.

Pexomenoayii

* IIpodinakTuka 00XiZTHMM 3ac000M NOBMHHA PO3IVIAAATHCH Y MaJleHbKHMX JiTed micJst
NepLIoro reMapTpo3y, mod 3MeHIIUTH pu3uk aprponarii (PiBens 2C).

* SfIkmo norpidHa mpoginakTuka y nauieHriB, siki ouikywoTs IIT, HeoOXinHO 3acTocoByBaTH
rFVIla (PiBens 2C).

* [Ipodinakruka o0xinnumu 3acodbamu y xpopux Ha IIT noBuHHa npoiiTH NpoOHe 3HNKEHHS,
kosn BigHoBaeHHst FVIII € BumipoBanuM, i npunuHuTHCS, KOJH TUTP bBere3nnm HeraTuBHMIA,
NPHUIYCKAOYM, 110 B Ppe3yJbTaTi 3HAYHMX KpoBOoTed B mepiox Mixk iHdy3ismu ¢pakTopa
sropranHs He Oyne (PiBenn 2C).

* [IpodinakTuka Moke po3rjasigaTHCs y JITHIX NALIEHTIB 3 peUIMBYIOYNMH KPOBOTEYaMH
a0o nporpecuBHow aprponariero (Pisens 2C).

* Bubip mpoaykry aJjsi nmpoQuIAKTHKH CJIil PoO3IVIAJaTH Ha IHAMBiAyaJbHi OCHOBI, 3
YPaxyBaHHSIM IONePeIHbOI BiANOBII Ha JIKYBaHHsA, HIUIAXY BBedeHHs i BapTocTi (PiBens 2C).

* SIk10 NnepBUHHMIL PeKUM € HeBAAJTUM, 30L/IbIIEHHS YaCTOTH iH(Y3ili, mBHUaLIE 32 BCe, Oyae
0inbII epeKTUBHUM, Hixk 3011b1eHi 103U (PiBensb 2C).

MomniTopuHr o0XiTHUX 32c00iB

Hemae minTBep/pkeHUX Ja0OpaTOPHUX TECTIB [JIi KOHTPOJIO OOXIMHMX 3ac00iB B yMOBax
KpoBoTeui a0o miJ yac omeparii y mamieHTtiB 3 iHridiropamu. TecTu, Taki SK aHaji3 yTBOPEHHS
tpoMOiny  (TGA), aBromaru3oBaHa KajmiOpoBaHa TpomOorpadis 1  TpombenacTorpadis
(CAT)/tpombenactometpis (ROTEM) yci Oyau BUKOpPHUCTaHI B SIKOCTI 1HCTPYMEHTIB JOCIHIIPKEHHS
(Dargaud et al, 2010). 1li TecTi He cTaHIAPTH30BaHI IIOJI0 PEATrSHTIB 1 TEXHIKH, TOMY Pe3yJIbTaTH HE
MoxkHa nopiBHioBatu (Dargaud et al, 2007; Lewis et al, 2007; Van Veen et al, 2008). SSC FVIII/IX
ISTH ctBOpmma poboui rpynu ans nonermenHs crangaprusainii. ¥ pasi TGA 1 CAT, rFVIla FEIBA
He MOKe mopiBHIOBaTucs 6e3nocepentbo (Van Veen et al, 2008) i tpomoOiny 3 rFVIIa He moxe Oytn
omineHa B 0inHii Ha TpomOommTH asmi (Dargaud et al, 2008; Van Veen et al, 2008).

Pexomenoauyin
» JlaGopaTopHi TecTM I KOHTPOJII Ta BH3HAYeHHsl 103M O0OXiZHOro 3aco0y tepamil y
NMAaIi€HTIB 3 IHTI0ITOPpaAaMHU He peKOMEHY€EThCsI M103a KJIiHiYHMX BUnpodyBanb (Pisens 2C).
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3asiBa mpo o0MeskeHy BilMOBiIAIbHICTD
V Toii yac, sk pekoMeHaIlii Ta iHdopMaIris B Iiil HACTAHOBI BBAXKAIOTHCS MPABIUBUMHU 1 TOUHUMU
Ha MOMEHT JpyKYy, ai aBTopH, ani UKHCDO, ani bpurancbke TOBaprCTBO TeMaToJIOT1, aHi BU/IaBEIlb
HE HEeCYTh IOPUAMYHOI BIIMTOBIIAJILHOCTI 32 3MICT I1i€] HACTaHOBHU.
HacranoBa Oyze neperiisinyra uepes 5 pokiB abo paimie, SIKIo BigOyAyTbCs 3HaYHI 3MiHH.



