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Temogpinisn € suennenoio 3 X-xpomocomoro cnadkogoio Koazyionamieio, X6opi na saxy nompebyomy 006iunoi samicnoi mepanii
Oepivgummuum paxmopom. Ilepebic dumsuoi zemoinii MojucHa YCNIUHO KOHMPOIIOBAMU 3A4 YMOBU PAHHBOL OlazHOCMUKU
3ax60P106aHHSL 3 0006 SIBKOGUM GUSHAUEHHAM (opmuU 2emOQinii ma ii eaxckocmi, iHziOIMOPHOZ0 CMAMYCY NAUIEHMA, 4 MAKONC
npusnavenns adexeammoi 3amicnoi mepanii. Baxciueum enemenmom nikyeanns ¢ npoQilaxmuuna 3amicna mepanis 6anicKoi
popmu zemopinii, sxa minimizye ineariousauilo ma sabesneuye GUCOKY sKicmo scumms yux nayienmie. Obiznanicmov iikapis
nepeUNHOL JIanKu ma Paxiseyie Xipypziutozo npo@iio 3 0COONUBOCIAMU NIKYBAHHS XGOPUX HA 2eMODULII0 00360NAE YHUKAMU
BANCKUX, a THOOL U1l CMEPMENLHO HeOe3NeUHUX, YCKAAOHEHD 2eMOpiiL.

Kniouosi cnosa: zemopinis, diaznocmuxa, nikysanmns, oimu.

I‘eMO(biJIiH € CIIAJIKOBUM 3aXBOPIOBAHHSM, SIKEe XapaKTe-
PU3YETHCA PI3KO CIIOBIJIbHEHUM 3TOPTAHHSAM KPOBI
Ta T/IBUIIEHOI0 KPOBOTOYMBICTIO, 3yMOBIEHNMHU Ae(ilnToM
a60 MOJIEKYJIIPHUMU aHOMAJIISIME OJIHOTO 3 POKOAryJISIHTIB,
SKi 6epyTh y4acTh y aKTHBAIlil 3CiaHHs KPOBI 32 «BHYTPIllI-
HIM MEXaHi3MOM».

¥ 1952 porii Buzineno asi opmu remodiii: remobisio
A, symoBreny nedinurom dakropa VIII (FV III) scinanus
KpoBi, Ta reModiniio B, 3ymoBneny nedinurom dakropa IX
(F IX). [lo remodinii BimHOCATH Takox medinut daxropa
koaryJsnii X1, Bumissitoun iioro sik remodizito C, abo XBopo-
6y Pozenrass.

Haiinormmpenimoio gopmorto € remodisist A (87-94% xBo-
PUIX i3 3araJbHOTO YKMCyIa XBOPUX Ha remModiiio). [emodimnis B
3ycTpivaeThest 3Ha4HO pijiie (6—13% Bumnaskis), remodisis C —
BKpaii pizko (1-2% Bumazkis) [1].

Y eBpornelicbkux Kpainax reModisisi CroCTepira€Tbest
3 vactoroio 15-20 sumazkie wa 100 THcsiy 4os0BiYOrO
nHacenenns [3]. 3okpema yactota Temodimii A CTaHOBUTH
1 na 10 000, a remodinii B — 1 na 60 000 yososivoro Hace-
senns [2]. Jlis nopiBHAHHS: cymMapHa 4acTOTa CIIAJIKOBUX
KoaryJsonariii, mos's3anux i3 recdexramu I, I, V, VII, X, XTI ta
XII dakropis, nopisaioe 1 Bumazok na 500 000 nacemenms
[2]. Yevoro y eBiTi HapaxoByeTbest 6i13bK0 400 THCSY XBOPHUX
Ha remodiiio [3].

lemodimisi A Ta B ycmagkoByeTbcsl 3a pellecCUBHUM
THUIIOM, 34eIIeHnM i3 X-XpOMOCOMOIO, TOMY XBOPIIOTb JINIIIE
0cobu vos10Biuoi crari (puc.). Yei cunm XxBoporo Ha reModi-
Jil0 6aTbKa € 3[M0POBMMH, a yCi JAOHBKU — KOHAYKTOPAMH
(HOCiSIMM TIATOJIOTIYHOTO TeHa). Y KiHKU-KOHIYKTOpPa TeMO-
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dinii 3 Biporiamictio 50% Moke HAPOAUTUCS SIK 3A0POBUI
XJIOMYUK, TaK i XBopuil Ha reModiIiio, 3 TaKOIO K BipOTijHi-
CTIO HAPOJUKYIOTBCS 3/I0POBI IOHBKH Ta iBUaTKA-KOHIYKTO-
pu remodiii. ¥ 30% xBopux 00TsKeHMIT ciMEHHUN aHaMHe3
mojo0 remodinii BifcyTHIN, Taki BUMNAJIKU 3aXBOPIOBAHHS
PO3BUMBAIOTLCA BHACJIJIOK CIOHTAHHUX TEHHUX MyTalliil.
Ha remodimieio A un B y pinkicHoMy BUTIAZIKy MOKe XBOPIiTH
JIBYMHKA, HAPO/KEHA Bil MaTepi-KOHAYKTOpa Ta XBOPOTO
Ha reMoiJio 6aTbhKa, 3a YMOBH OJHOYACHOTO yCIaAKyBaHHI
MaTOJIOTIYHOTO TeHa Bijl 000X 6aThKIB.

Temoiist C, abo xBopo6a PozeHTasist, yClaaKkoByEThCS 3a
aBTOCOMHO-IOMiHAHTHUM YU aBTOCOMHO-PEIECUBHUM THIIOM,
TOMY MOJKYTh XBOPITH YOJIOBIKM Ta JKiHKH, TIPOTE GiIbIIiCTh
OTIMCAHWX Y JIiTEPATyPi BUMIA/IKIB BifiMiueHO y *KiHOK. OCKiTh-
KW KJIHIYHI TPOSIBU Ta JIKYBaJbHI THAXOAN TIPU XBOPOOI
PosenTansa xapamHaIBHO BiPI3HAIOTHCS BiJl CIOPITHEHNX
MiK co6oto remodimii A ta B, To nopanpimmii Bukaan 6yzue
CTOCYBATHUCS BUKJIIOUHO /IBOX OCTAHHIX HO30JIOTIYHUX (DOPM.

Biamosinmo 1o cTymenst 3HMKeHHS KOHIIeHTpatlii 1ediruT-
HOTO (haKTOpa KOATYJIAII] Y KPOBI XBOPOTO PO3PI3HIIOTH BAYKKY
dopmy remodinii (piBerb daxkropa <1%), cepeiHbOBAKKY
(piBenb hakropa 1-5%) Ta serky (piBenb daxropa 5—15%),
iHOJI BUJIIJISTIOTH Tak 3BaHy <«IIPUXOBaHy» dopMmy reModimii
3 piBHeMm cakropa 15-50% [1]. 3a manumu Jiteparypmu,
60—70% xBopux Ha remodiiio MaioTh il BaskKy dhopmy [3].

Kniniuni npostBu remodinii A ta B e igentumunumu.
3aszBuyail reModisiio y AUTIYOMY Billi AiarHOCTYIOTH
y 11epioJ] 3pOCTaHHSI PyXOBOI AKTUBHOCTI, KOJIM JINTUHA [TOYH-
Ha€ 1I0B3aTH Ta XOJUTH, a OTXKe, ITI/IBUIYETHCS HMOBIPHICTD
BUHUKHEHHSI I'eMOpariyHuxX YCKJajHeHb reModidii, akuMu
3a3BMYAl € MiXKM'S30Bi reMatoMu Ta remMapTposu. Yacto
CIIOCTEPIratOThCs i KPOBOTEUI 3 TPABMOBAHUX CJIU30BUX 000-
JIOHOK (IIPU HA/IPUBI BY3/IeUKU SI3MKa, IPOKYIIYBAHHI S31Ka
toio). [lopeurio 3ayBaxut, 1110 B 30% XBOpUX Ha reMobisio
BUHUKAE KPOBOTEYA MicJIsT IIMPKYMITH3ii i smmre 1-2% HOBO-
HApOJ/UKEHUX 3 TeMOMii€io cTpaskaaioTh Bijl iHTpaKpaHiasib-
HUX KposoTey [8].

BaskicTh nepebiry reMoisii mpsamMo Kopesioe 3i cTyre-
HeM nedimuTy daxropa xoaryssdimii. YuM HIKYWH piBeHb
(axTopa, TUM MIBH/IIIIE Y AUTHHU BUHUKAIOTD TIEPIITi reMopa-
rayHi yCKJa[HEHHS, a BiAITaK, IOCTA€ MUTAHHS IarHOCTHKU
remModiii Ta ii 1abopaTOPHOrO T ATBEPIKEHHSL.

[liarHo3 remodinii rpyHTYEThCS HA JaHUX CIMEWHOTO
aHaMHe3Yy I0/I0 HAsSIBHOCTI B PO/IMHI XBOPUX HAa CITAJIKOBY
koarysomatiio (xoua y 30% Bumaakis remodinis BUHUKAE
BHACJIIZIOK CIIOHTAHHOI T€HHOI MYyTallil), KJIIHIYHUX MPOSIBaX
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Tabauys

JlikyBaHHS reMopariyHMX yckjiagHeHb remoinir

Tun remopariyHoro

Ffemodinis A Ffemodinis B
YCKNIafHEHHS
20 MO/kr koHueHTposaHoro F VIII; 30 MO/kr koHueHTpoBaHoro F IX,
[emapTpo3 npu paHHboMy noyatky Tepanii 15 MO/kr, sikwo kposoBunme | 20 MO/Kr npu paHHbOMY NiKyBaHHi

BaXXKWI, NOBTOPUTN BBELEHHSA Y HACTYMHI AeKinbka AHIB

) ) o .| 20 MO/kr koHueHTposaroro F VIII,
M's30Bi @60 3HaYHi MigLIKipHi

remaTomu yepes AeHb 10 HACTaHHs perpecii

MOXe noTpedysaTtn NPOAOBXEHH: NiKYBaHHS B PeXUMI

30 MO/kr KoHueHTpoBaHoro F IX,
MOXe MoTpebyBaTh NPOAOBXEHHA NiKYBaHHSA B PEXMUMI
Yyepes 2—3 AHi 40 HacTaHHA [O6POro KOHTPOSO

20 MO/kr koHueHTposaHoro F VIII,
aHTUDI6PUHONITUYHA Tepanis

PoToBa nopoxHuHa,
eKcTpakuia 3y6is

30 MO/Kr KoHueHTpoBaHoro F IX,
aHTUhiBpUHONITUYHA Tepanis

MpuTuckanHa Ha 15-20 xB., TaMnoHagaa,
aHTUDI6PUHONITUYHA Tepanis;

20 MO/kr koHueHTpoBaHoro F VII,

AKLLO BKa3aHi MeToan HeeeKTVBHiI

HocoBa kposoTeva

MpuTuckanHsa Ha 15-20 xB, TamMnoHaaa,
aHTUDIBPUHONITUYHA Tepanis;

30 MO/kr koHueHTpoBaHoro F IX,
AKLLO BKa3aHi MeToau HeeeKTvBHI

Benuka onepadlisi, XWUTTEBO 50 MO/kr koHueHTposaHoro F VIII,
HebesneyHa KpoBoTeya
(y LUHC, LUKT,

AnXxasnbHi LWnsaxm) >30%

nigTpumytoym piseHb F VIII >50% BNpogoBX HAacTynHuX 5-7
[HiB | [OOATKOBO BNPOAOBX HACTYMHUX 5—7 AHIB Ha PiBHI

80 MO/kr koHueHTpoBaHoro F IX, nicns voro 20—40 MO/kr
KOXHi 12-24 rog. ana nigtpumanHs F IX >40% y HacTynHi
5-7 pHis, Micns 4oro y HaCTynHi 5-7 OHiB MigTpUMyBaTy

F IX >30%

50 MO/kr koHueHTpoBaHoro F VIII,
Kpososunue

Yy Kny60BuiA M'a3
o 10-14 pHiB 3aranbHOro NikyBaHHs

nicns Yoro 25 MO/Kr KOXHi 12 rog. 10 3HUKHEHHS
cumnTomaTukm, nicna voro 20 MO/Kr yepes aeHb

80 MO/kr koHueHTpoaHoro F IX, nicns voro 20—40 MO/kr
KOXHi 12-24 rog. ansa nigTpumanHs F IX >40% [0 3HUKHEH-
HS cumnToMaTrkK, nicna yoro 30 MO/kr yepes feHb

1o 10-14 gHiB 3aranbHOro NikyBaHHA

lemaTypis

20 MO/kr koHueHTpoBaHoro F VIII

JIDKKOBMIA pexwum, NOCTiliHE NOCTa4aHHs PigynHW,

NDKKOBUIA PEXWM, NOCTIiiHE NOCTa4aHHs PiavHu,
30 MO/kr koHueHTpoBaHoro F IX

XBOPOOH, SIKifl BTAaCTUBUI TeMaTOMHUI THII KPOBOTOYMBOCTI,
Ta TpuUTaMaHHuX remoginii 3miH y koarysorpami. Baskka
opma remodisii xapaKTepusy€eThest 301IbIIEHHSIM Yacy 3ci-
nanust kpoBi 3a Jli—VYaiiTom Ta yacy pexasbiudikaiii
mrazmi. [IpoTe Habarato 4y TIUBIIINM € TECT i3 BUSHAYEHHST
AKTUBOBAHOTO MHapI[iaJlbHOTO TPOMOOIIACTUHOBOTO Yacy
(AIITY), HaBiTh HE3HAUHE IIO/IOBKAHHS SKOTO JIO3BOJISIE
3amizo3putu Jjerky gopmy remodinii. [nsa audepenmiarii
okpemMux dopMm remModisii cIi TPOBECTH KiTbKicHe BU3HA-
geHHs (axropa xoarysarii VIII, IX un XI. Takum unnom
BCTAHOBJIIOETHCS He JiuIiie B remodimiii, ame i BaXKKicTb
XBOPOOH, 1[0 BKPal BAKJIMBO st BEOOPY ONTUMAIBHOI JIKY-
BaJIbHOI TaKTHUKM JIJIST KOXKHOTO XBOpOro. ITporpoMGiHoBMit
yac TJIa3MU Yy XBOPUX Ha reMo(isiiio B HOPMi, Tak caMo SK
i KisibKicTh TPOMOOIUTIB, (HiGPUHOTEHY Ta Yac KPOBOTEU.

Or:xe, y XBOPOTO 3 reMaTOMHUM THIIOM KPOBOTOYMBOCTI
ta nogoBkennM Tectom AIITY macammepen cuiz 3amigo3pu-
TH TaKy CIIQJIKOBY KOAryJonariio, sk reMoisisi, Ta mpoBecTH
audepeHiiiiHy AIarHOCTUKY 3 IHIIMMM KOaryJonaTisMu,
HacaMmIiepes i3 xBopoboto Birebpanjia.

V 6isbIIocTi XJIOMYKKIB 3 O0TSKEHUM CiMEITHUM aHaMHe-
30M 11010 TeMOdiIii 1iarHO3 MiATBEPKYIOTH Y Tepiofli HOBO-
HapoukeHocti. Baxkky dopmy remodinii A un B sierko inen-
tudikysaru, cnupaioyuch na rnogosxenuit AITTY Ta maiixe
noBHy BiacytHicth daxrtopa VIII um IX y mmasmi kposi.
[iarnoctyBanns jerkoi (opmu remodinii € ckuaagmimmm,
OCKiZIbKM 'y 3710poBUX HOBOHapojzkeHux AIITY e Tpoxm
MOIOBKEHNM BHACIIOK diziosorivnoro fedinuty BiTamin
K-zanexxnux gakropis, 3o0kpema dakrtopa I1X. /lomatkoBmit
JKe YMHHWUK CTPECy Y¥ iHIM HeoHaTaubHi TPOOIEMH MOKYTh
3YMOBUTHU TpaHauTopHe miaBuienHs ¢axkropa VIII no Hop-
MaJIbHOTO uu CyOHOpMasbHOTrO piBHs. Tomy 3a BigcyTHOCTI
kpoBoTeui Heanaunuii gedinut pakropis VIII yu IX moxe
noTpedyBaTH MOBTOPHOTO TECTYBAHHS 4Yepe3 THUKIACHD YU
MICSIITb MiCJIST HAPODKEHHS TUTHHU.

JlaGopaTopHa [iarHOCTHKA CHAJKOBUX KOAryJolarii,
y Tomy umnci i remodinii, He € ckiaganoio. [Ipore BigcyTHiCTD
y 6araThOX MeIMYHHX 3aKJIaJaX KOAryJOMETPiB Ta BHCOKa
BapTICTh [IarHOCTUYHUX PEATEHTIB JIJIsl HUX B YMOBaxX oOMe-
JKEHOTO (DIHAHCYBAHHS MEIUIMHKM CHPUYMHWIN CHUTYAIo,
KoJIn B YKpaiHi JiuIle JiveHi Jep:KaBHI MeIUYHI YCTaHOBU
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mict Kuesa ta JIbBoBa MaloTh MOXKJIUBICTD TIPOBOUTH MuDe-
PEHINiHY MiaTHOCTUKY CIIaJKOBUX KoaryjomaTiii. Masmomo-
CTYIIHUM Ui JIEPKaBHUX 3akyafiB € HasiTh Tect AIITY,
MO/IOBKEHHS SIKOTO JIA€ MOSKJIUBICTD 3aITiJ0O3PUTH reMODiiiio
it e)eKTUBHO TA B CTUCJI TEPMiHU BCTAHOBUTU TOYHWUIA Jliar-
HO3. TakM YIHOM, 1iaTHOCTUYHUI TOTIYK Y XBOPOTO 3 MiI03-
POIO Ha CIAJKOBY KOATYJIOIATIIO CTBOPIOE CYTTEBI HE3PYUHO-
CTi 4K I JiiKaps, Tak 1 JJIsi XBOPOTO, ajKe IOB'S3aHuil
3 HEOOXI/[HICTIO TPAHCIIOPTYBATH MAIIEHTA YK 3PA30K 3aMOPO-
JKEHOI IJIa3MU B TI€BHY J1aG0PaTOpito iHIIOro perioHy, mo Bij-
TEPMIHOBYE JIIarHOCTUKY Ta IOYATOK CyOCTUTYIIIHOT Tepartii.

JlikyBanusg remodisii mosisirae y 3amilieHHi XBOpoMy
nedinurnoro dakropa xoarysiii VIII npu remodinii A un
daxkropa IX mpu remodinii B. Touna mgiarnoctuka remodisii
3 BUBHAYEHHSIM KiJIbKOCTI siehinutHoro (hakTopa y Kposi XBo-
POTO, 3HAHHSI 1IPO Tepio niBposnasy (akropa ta iHribiTop-
HUIT cTaTyc NalfienTa J03B0JsiE€ 06paTH st KOKHOTO eIli307Ly
KpOBOTeYi BiAMOBifHY Tepamifo. PanHs azexBaTHa 3amicHa
Teparis KpoBOTeUi € 3arlopyKolo eQeKTUBHOTO KOHTPOJIO
remo(iii. [lo3a mpernapary Ta TPUBAIICTh CYyOCTUTYIIITHOTO
JIIKYBaHHSI 3aJI€3KaTh Bifl cTynens nedinuty daxropa (Bakko-
cti remodimii), JoKamisamii Ta BaXKKOCTI KpOBOTeUi
41 HeOOXIZHOCTI OMepaTUBHOIO BTpydYaHHs (TabiL.).

OkpiM JIiKyBaHHSI B PEKUMi «HA BUMOTY», KOJH (DaKTOP
KOaryJadilii BBOJAUTHCS TPU BUHUKHEHHI TeMOPariuvHOTO
YCKJIQZIHEHHS reModisii, y BChbOMY CBiTi IIHPOKO 3aCTOCOBY-
F0Th BUCOKOE(MEKTUBHUN METO/ TTPOMIAaKTIYHOTO JTiKyBaHHS
XBOPHX Ha BaKKy (dopmy remodiii, METOIO SKOTO € nepese-
ctu BakKy (opmy reModisii y ceperHbOBAXKKY MIISIXOM
TePiOIMYHUX TOBTOPHUX BBe/IeHb eilluTHOTO hakTopa /st
MOCTIHOTO THATpUMaHHS HOro piBHSA B KpoBi Big 1 10 5%,
110 JIA€ 3MOTY IIMM XBOPUM YHUKATH 3arPO3JIUBUX IS KUTTS
KPOBOTE€Y, BAKKHMX TeMapTpo3iB Ta 3a0e3ledyBaTH BHCOKY
AKICTD KUTTS.

Ymepuie Metos podiTaKTUIHOI Tepatmil Baskkoi dhopmm
remodinii 3ampomonyBama y 1958 pori  mpodecop
[.M. Nilsson 3i IlIBertii. PosnounHaioTs JiKyBaHHs XJIOMYH-
KaM i3 Baskkoio (popmoio reModiii y Billi 0JTHOTO-IBOX POKiB
BBEZICHHSM TPWUUi Ha TWKIEHD AedinuTHOTO (haKkTopa B 031
25-40 MO/Kr BHYTPIITHBOBEHHO CTPYMUHHO TpU TeMOdiii
A rta nBiui Ha TYOKIEHb — 1ipu TeModinii B. bararopiunmii cBi-
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TOBWII JIOCBIi/I TIEPEKOHJIMBO IIPOJIEMOHCTPYBAB, 1110 PAHO PO3-
rnoyarte TpuBase HpodisakTUUHE JIKyBaHHS IOIEPE/KYE
remodimifiny aprtpomatiio abo Kk MiHimizye ii mposBu
[4,6,9,10,12,13]. Ha cboroani npodisakTuyne JiKyBaHHS BU-
3HAHO «30JIOTUM CTaHJAPTOM» Teparlii BaxkKoi (hopMu remo-
Ginii y piteit Ta migmiTKiB |7]. Binbire Toro, mpodimakTuana
Tepaniss Ha 60% 3MeHIIye PU3UK PO3BUTKY iHIIGITOPHOI
bopmu remodisnii TOPIBHAHO 3 XBOPUMH, SKi OTPUMYIOThH
JIiIKyBaHHSI B PEeXXKUMI «Ha BUMOTY» [5]. Kanajacobki HayKoBIii
MOBIZIOMJISIIOTH, 110 HaBiThb HU3bKO/I030Ba MpodimaKkThKa
reModinii A B peknMi BBeZIeHHS (hakTopa KOaryJssilii OfnH
pa3 Ha THK/EHD JIEMOHCTPYE JIOBOJI BUCOKY il eheKTHBHICTD:
y GiIBIIOCTI XBOPUX 3yCTpidasncs Tak 3BaHi «Majii KpOBOTe-
ui», a yHKIIg cyrao6is Oyia go6pe 36epexeroio [11].

3HauHMii IpoTpec y JiKyBaHHI XBOPUX HA CITAJKOBI Koary-
Jsiotiatii B Ykpaini BiIOyBCs 32 OCTAHHE JECATHIITTS 3aBIISIKH
[O4BI HA PUHKY HAIOI KPaiHU KOHIIEHTPOBAHUX ILJIA3MOBUX
Ta peKoMOIHAHTHUX (DAKTOPIB 3ropTaHHs, AKi IIJIKOM BUTiC-
HUJIM 3 JIIKYBQJLHOTO IpOIECy B JUTSAYiN MPAKTUIL MaJo-
e(EeKTUBHY CBI’KO3aMOPOKEHY IJIa3My Ta KpiolpenumiTar.
BucokosapTicHi, npore i BucokoeheKTUBHiI, KOHIIEHTPOBAHI
dakTopu KoaryJsdlii cTaau JOCTYITHUMY JIJIsi XBOPUX JITel
3aB/ISIKN MIOPIYHUM TIEHTPATIZ0BAHUM JIEPKABHUM 3aKyTIiB-
JISIM, SIKI, XOua ii He TIOKPUBAIOTh Y NOBHOMY 00¢s131 yci moTpe-
6u XBOpHX Ha reMo(iJiio, IPOTE MO3BOJISIIOTH 3a0e31eunTr
SIKICHY 3aMiCHY Teparriio TeMOpariyHux yCKIaHEHb.

[lopiuHe 36iablieHHsT OOCATIB JAepKaBHUX 3aKyIliBesb
KOHIICHTPOBAaHUX (DAKTOPIB KOATYJISAIil /03BOJIMIO PO3IIO-
yarn B YKpaiHi, 30kpema Ha JIbBiBIIMHI, npodisakTnyne
JIIKYBaHHS JIiTell, XBOPUX Ha BaXKKy dhopmy remodimii A ta B.
3azBuuali mpodimakTUuHe JiKyBaHHA TeModimnii craprye
y piuHOMY Billi 3 yBeeHHs AediuTHoro hakTopa y peskumi
OJIMTH Pa3 Ha THKIeHb y 1031 25—40 MO /Kr BHYTPIlTHbOBEH-
HO CTPYMHHHO Ta 3/liiICHIOETBCS B MEAMYHOMY 3aKjaji 3a
MicIteM TIPOKUBAHHSI IUTUHH, [0 HAOJIZKYE ClieliaizoBany
MEJIMYHY JIOIIOMOTY JI0 XBOPOTrO Ta 3abe3leuye IiBUIIEeHHS
SKOCTI KUTTA IUX [iTel, sKi MalOThb 3MOTY BiJIBiZlyBaTu
IIKOJIY, BECTH aKTUBHUU CIIOCIO KUTTsI, 3aiiMaTCs [IaBaH-
M. Y Kpainax 3axignoi €Bpornn Ta AMepuky € baratopid-
HUI TO3UTUBHUI JIOCBI/I TPOBeIEHHS MPODIIAKTHYHOT 3amic-
Hoi Teparii TeModiii y 1oMaIIHIX yMOBaX, AKUH BapTo 6YJI0
6 sanpoBaanuT B Ykpaini. [Ipote mjst boro cJiis MpuitHsITH
HEHTpaJli30BaHe yIPaBIiHChKe PilIEHHS Ta IOPUINYHO y3aKO-
HUTH TIPOIIEC BBeIeHHs (haKTOPIB Koarysilii 6aTbKaMu XBO-
pOi AUTUHU IIicad BIAMOBIIHOTO MEAWYHOTO HaBYAHHS
Ta OTPUMAHHSI I03BIJIBHOTO IOKYMEHTA a00 3K BBEJIEHHSI Mpe-
rapaTy camoIio XBOPOTO IUTHUHOIO Y TiTITKOBOMY BiTli, TAKOK
TiCJIST BIATIOBIZTHOTO i1 HaBUaHHS. «/{oMalHe» JTiKyBaHHS PO3-
BaHTaXKKUI0 O MENYHI 3K/ 11, CYTTEBO 3MEHIITMJIO KIJIbKICTh
BI3UTIB XBOPOTO /10 JIiKaps Ta /I03BOJIUJIO IiJIBUIUTH SIKICTDH
JKATTST IUTUHY, XBOPOi Ha reModiriro.

MaxkcuMaibHO HaOJU3UTU O XBOPOTO Ta 3pobuUTH
poctynHuMu  (GakTopu  KoaryJsdiii chaig i s giteit
i3 cepeIHbOBAXKKOIO Ta JIETKOIO (hopMamMu reModirii, sTKi JTiKy-
I0ThCS Y TAK 3BAHOMY PEKUMI «Ha BUMOTY», TOOTO 3a [OTpe-
6u BBeIeHHsT (hakTOpa KOAryJIsilii 1Py BUHUKHEHHI KPOBOTE-
yi. Ajske paHHE BBeJieHHS (akTopa Iicjs TpaBMHU YU 1IpU
10s1Bi 6OJII0 — TEPIIOro KJIIHIYHOTO MPOSIBY reMOPariYHoro
YCKJIQJIHEHH, KA XBOPUN MOXKe YiTKO imeHTudiKyBaTH,
JI03BOJISIE YHUKHYTH SIK PO3BUTKY Ba’KKOI KpPOBOTedi, Tak
1 TPUBAJIOTO JIIKyBaHHS B CTalllOHaPi.

XBopi Ha CIIAAKOBI KoaryJIomnarii moTpe6yoTh 0CO6IMBOTO
MiIXOMy Yy TMEBHUX KJIHIYHUX CUTYaIlisgX, PO IO TMOBUHHI
3HATH TIepelyCciM MeAMYHI MPaIiBHUKY TTePBUHHOI JIAHKU —
rejiiaTpu Ta ciMeiHi Jikapi, a TakoxK CIelfiaicTi XipypriyHo-
ro npodimo. Ile mormomoske iM kBasiikoBaHO HagaBATU
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JIOTIOMOT'Y TaKUM XBOPHUM, YHUKATH Ba)KKHUX, a 1HOAL I cMep-
TEJbHO HeOEe3NeyHnx, YeKIaanenb reModimii. 3okpeMa ¢
raM'siITaTH, M0 XBOPUM Ha TeMo(iTifo CyBOpo MPOTUTIOKA3aHi
BHYTPIIIHBOM s130Bi iH 'extil. Hampuxmian, y Bunaaky nepez-
6aueHOro 040 310POBOI AUTUHU BHYTPIIHBOM 'SI30BOTO
BBeJIEHHSI BAKIMHU Y XBOPOTO Ha reModiiio ii 3aMiHIOIOTbH
MAMKIPHOIO 1H'€KIIEI0 3 000B'SI3BKOBUM 3a0€3MEUeHHAM
TeMOoCTa3y IIJITXOM BBEZIEHHS HallepeoHi mpermapaTty nedi-
HUTHOTO (aKToOpa Koaryjsiii. Y KOAHOMY BHIIAJKy He
MOKHA O0'€[HyBaTH B OJMH JIEHDb I[POBEJEHHS IIENIeHHS
Ta BBeJeHHs (aKTopa KOaryJisdilii, OCKiJIbKA Il CYTTEBO
MiIBUIILY€E PUBUK YTBOPEHHS iHTIOITOPHUX aHTHUTI 10 (paKTO-
pa KoaryJisiii Ta npusBOAUTH 10 BUHUKHEHHsI IHIIGITOPHOI
dopmu remodimii, a B pesyabrati — 10 HeeheKTUBHOCTI
TIO/IAJIBITIOTO JIIKYBAHHS TAKOTO XBOPOTO /eilluTHUM (hakTo-
pom. Cepesl iHIIMX TIPUYNH BUHUKHEHHS IHTIGITOPHOI TeMo-
imii caizg HA3BaTH OTPIXM 3aMiCHOI TeMOCTATHYHOI Tepartii
i3 YaCTKOBMM TIOTPAILUIAHHSAM (haKTOpa KOATYJISIl y M'sKi
TKaHWHY MIPY BUKOHAHHI BHYTPIITHbOBEHHOI iH' €KIIii, BBEJIEH-
Hs1 haKkTOpa KoaryJsiii y nepiri 1061 roctpoi indexii, KoJu
iMyHHa cucremMa repedyBa€e B aKTHBOBAHOMY CTaHi Ta iHTeH-
CUBHO BUPOOJISIE 3aXKMCHI aHTHUTIIA He JinIie A1 GopoThOu 3
iHpeKIITHIM YMHHIKOM, ajie il IIpoTH 4y3Koi iii 6i1KoBoI cy6-
craHIii — daxropa koaryssiii. CHpusSioTh aHTUTIIOYTBOPEH-
HIO BBEJIEHHSI BUCOKMX /103 npenapatis (monax 50 MO /kr)
Ta TPUBAJIICTD 3aMiCHOI Teparlii moHaz 1n'aTh 16, 1o HaiiuacTi-
1ie BiibyBaEThCS IPH ONEPATUBHUX BTPYYAHHIX Y XBOPUX Ha
remodiaito [9]. JopeuHo HarosocuTH, 1o Oy/b-siKe orepa-
TUBHE BTPyYaHHsI (BKJIIOUHO 3 €KCTPAKILi€to 3y6a) y XBOPOro
He reMo®isio noTpebye TOePesHbOTO 3a0€e3eYeHH s TeMO-
CTazy MIISIXOM BBeJleHHs 1eilinTHOTO hakTopa JI0, i/ 4ac Ta
MicJIa onepartii 10 3aro€HHs paHu.

TemocTaTuuHa Tepariss XBOPUX Ha IHTIGITOpHY (opmy
reModiii TPOBOAUTHCS MpenapatamMu HIYHTOBOI il —
anTuinri6iTopauM Komriekcom @Defiba Ta aKTUBOBAHUM
daxtopom koaryrsaii VIla (HoBocesen), 1o B pasu 310posk-
Yyy€e JIIKYBaHHS IOPIBHSIHO 3 TEPaIi€l0 KOHIEHTPOBAHNMU
(axropamu KoaryJslii, a BiTaK He 3aBXK/U € TOCTYITHUM.

3a JaHUMM [JUTA40rO PEECTPY, CTAHOM Ha CidyeHb
2016 poxy B Ykpaini HapaxoByBasocs 493 auTwHM, XBOpi Ha
remodisito A, 3 HUX TAIi€HTIB i3 BakKoio (Gopmon —
265 (54% Bin yciei kinbkocTi XxBopux), Ta 81 XBopuii Ha remMo-
inito B, 3 Hux 3 Bazkkoro hopmoro — 42 (52% Bix yciei kinbko-
cTi xBopux). [HribiTopHa hopma miarHocToBaHa y 35 XBOPUX Ha
reModistito A, 1110 CTAHOBUTH 7% BiJl yCiX BUMAIKIB TaHOI HO30-
Jorii, Ta y 2-x xBopux Ha remodimiio B (2,5% marienris).
He BusiBieno sxoxnoro Bunaaky autsaoi remodimii C.

Cepenr nutsadoro HacesenHs JIbBiBIIMHN, 4YUCEJNBHICTD
skoro Ha 01.01.2016 poky cranoBuia 483 631 quTuny (3 HUX
— 247 858 ocib 40s0BiuOi cTari), Ha AUCIAHCEPHOMY O0JIKY
nepebyBasio 32 XBopux Ha reModiJiiio A Ta 4 XBOPUX Ha FeMO-
(dinito B. Cepen xBopux Ha remodiznito A 6ysio 23 auTuHu
i3 BakKoto (hopMoto, 5 — i3 cepeHbOBAKKOIO, 3 — 3 JIErKO0
ta 1 — i3 npuxoBaHowo (opmow xBopobu. Y m'stu mireii
dopma. Cepen xBopux Ha remodimito B Tpoe miteit mann
BakKy ii (hOpMy Ta OfiHA — CEPEAHBOBAXKKY, HIIGITOPHUX
AHTUTIN Y KOJHOTO TAIllEHTA HE BUSBJIEHO. TaKUM YMHOM,
yactota remodimii cepen autsuoro nacenenns: JIbBiBIumHu
crarnoBmaa 14,5 pumaaky #a 100 000 dosoBiuoro HaceseHms,
y 72% xBOopHWX MmiarHOCTOBaHa BaxkKka (opma remodiii,
110 BiZITIOBi/Ia€ CE€Pe/IHIM €BPOIENCHKUM ITOKA3HUKAM.

[Mounnaroun 3 2011 poxy, 3abe3neveHHs 3aMiCHOIO TeMO-
CTATUYHOIO Tepartieio aitell JIbBiBIMHN, XBOPUX Ha reModi-
JTi10, 3/IMICHIOETHCS BUKJIIOYHO 32 PAXyHOK KOHIIEHTPOBAHNX
[JIA3MOBKX Ta PEKOMOIHAHTHUX (haKTOPIB KoaryJisilii, oTpu-
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MaHUX i3 Jiep;KaBHUX TIeHTPATI30BaHUX 3aKYIliBeJb. 3aMicHa
Teparrisl TeMOparivHuX yCKIa[HeHb TeModisii B peKnMi «Ha
BUMOTY» 3a6e3Medy€eThest B TOBHOMY 00csi3i. OKpiM 11b0TO,
mpodiTakTHIHUM JIIKYyBaHHIM OXomiaeHo 15 xBopux
Ha Baxkky dopmy remodiaii A (83% Bix morpebu) Ta yci Tpoe
XBOpPUX Ha BaXKy remodimio B. Binbiricts XBopux otpumy-
0Th TpodiTaKkTHUHe JTiKyBaHHS B MEIWYHUX 3aKJIazax
3a MicI[eM ITPOKUBAHHS, 1110 CYyTTEBO MOKPAIILYE SIKICTh JKUTTS
IUX JiTell Ta [03BOJISIE Y 3BUYHOMY peXKUMI BiIBiZyBaTH
mkony. Tpoe mifmiTKiB i3 Bakkoio remodimieio A, sxum
He BaIocs 3a0e3medntn mpodiTakTHaHe JiKyBaHHsT BHACITI-
JIOK OOMEXKEHOTO MEIMKAaMEHTO3HOTO PECcypCy, OTPUMYIOTH
3aMiCHY TIeéMOCTAaTUYHY Tepalilo B PEXUMi <«HA BUMOTY»
B ME/IMYHUX 3aKJa/ax 3a MiciieM rpoxkuBanus. OTxe, 10csr-
HYTO MaKCHMaJbHOTO HaGJMKeHHs (hakTopa KoaryJsiiii
JI0 XBOPOTO Ta CKOPOYEHO JI0 MiHIMYMY 4ac Mi’K BUHUKHEH-
HSM KPOBOTeYl Ta TOYATKOM 3aMiCHOI FeMOCTaTUYHO1 Tepallii.
XBopi Ha inribitopny dopmy remodinii A Tpu BUHUKHEHH]
y HHUX TeMOpariYHuX YCKJAJHEHb OTPUMYIOTH IIpenapatu
myHToBoi il «Deiiby» Ta « HoBoceBem».

I3 zanpoBajzkennsam Ha JIpBiBmmui npodinakruynoro
JIKYBaHHS BaXKKUX (popM reModisiii cTan 3710poB'sT 1TUX XBO-
PUX 3HAYHO MOKPAIIUBCS, IO YiTKO BiZI0OPAKAETHCS Ha CTaHi
iXHBOTO ONOPHO-PYyXOBOro anapaty. [litu, oxomeHi npodi-
JIAKTUYHUM JHKYBaHHSIM, HEe MalTh CYTTEBUX POOJIEM

JIITEPATYPA

31 cyrsobamu, BeAyTb aKTUBHUIA CIIOCIO KUTTS: BiABIAYIOTH
LIKOJTY, MOKYTDb 3aiiMaTucs niaaBanusM rtoio. /[Boe miuiT-
KiB, SIKi y TIEPIIOMY AECATUPIYdi CBOTO JKUTTS OTPUMYBAJIN
3aMiCHY Tepartiio MasoeeKTUBHUM TOPIBHSHO 3 KOHIIEHTPO-
BaHUMHU  (HaKTOPaAMU  KPiOMPEIHUITAaTOM, CTPAXKIAIOTDH
Bi/l XPOHIYHUX apTPO3iB, 10 PO3BUHYJIHCI BHACITITOK TIOB-
TOPHUX KPOBOBUJIUBIB y CYTJIOOH, OINH i3 IIMX XBOPHX TIOTpe-
Oye TIpOTe3yBaHHs KyJIbIIOBOIO Cyro0a.
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Ffemodunua y aeteir: npo6aemMbl AUArHOCTUKN U Jie4eHUs
WI1. bimbantox-Bonowmx

J1bBOBCKUI HALUMOHANbHbBI MEANLVNHCKUIA YHUBEPCUTET nMenn Januna lanvukoro, r. JIbBoB, YkpanHa

K3 JIOP «3anagHoykpanHCKuii crneumann3npoBaHHbIii AeTCKUIA MeAULNHCKUIA LLEHTP», . JIbBOB, YkpavHa

lemochunus ABNAETCA HACNEACTBEHHOW KOarynonatuer, BbI3BAHHOW MyTauuwend B X-XpOMOCOMe (MO Mpasufiam HACNeAOBaHUs reHa, CLEnIeHHoro
¢ X-xpomocomon). bonbHble remodunueln HyXHaTcs B NOXWU3HEHHOW 3aMeCTUTENbHOW Tepanuu AedUUMTHbIM (DAKTOPOM. [lpoTekaHue LeTCKon
reMouIum MOXHO YCMELUHO KOHTPOMMPOBATL NPW YCNOBUWU PaHHEN AMArHOCTUKW 3a60NeBaHNs ¢ 0653aTelbHbIM onpeseneHnem hopmbl 601€3HN 1 ee
TAXKECTH, VIHFI/I6I/ITOpHOr0 cTatyca nauueHTa, a TakXKe Ha3Ha4eHuq COOTBeTCTByIOLLleVI 3aMeCTUTENbHON Tepanuu. BaXKHbIM 31EMEHTOM JIe4eHUs ABNSAETCS
NpoMnaKTMyecKasn 3amecTuTenbHas Tepanus npu THKenon opme remodunum, Kotopas MUHUMNU3UPYET WHBANNMAN3ALMIO U CYLLECTBEHHO Yny4llaet
Ka4eCTBO XXW3HU NaLmeHToB. OCBELOMIIEHHOCTb Bpayeil MepBUYHOIO 3BEHA 1 CMELUaCTOB XMPYPruyeckoro npoduns 06 0CO6EHHOCTAX NeYeHUs 60MbHbIX
remodpunvein No3BonseT U36exxarb TAXKENbIX, a UHOTAA U CMEePTESbHbIX, OCNOXHEHU remodunni.

Kntoyesble cnosa: reMounus, AnarHocTuka, nevexune, fetu.
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Hemophilia in children: diagnostic and treatment problems

LP. Tsymbalyuk-Voloshyn

Lviv Regional Council Public Institution «Western Ukrainian Specialized Children's Medical Centre», Ukraine

Danylo Halytskyy Lviv National Medical University, Lviv

Hemophilia is X-linked congenital coagulopathy. Patients with hemophilia need life-long substituted therapy with deficient coagulation factor. In the case
of early diagnosis with confirmation the type of hemophilia, it severity and inhibitor status, the disease can be successfully controled with appropriate substi-
tuted treatment. An important approach is prohilactic substituted treatment of severe hemophilia. It provides high life quality and decreases the risk of inva-
lidity. An experience of family doctors and surgeons in special features of hemopbhilia helps to prevent severe or even lethal complications of the disease.
Key words: hemophilia, diagnostic, treatment, children.
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HOBOCTH

Vyenble 00bICHUIH,
NOYEMY MATEPH JIEPKAT MIA/IEHIIER CIIeBa

MeskayHapozHast rpyIina O10JIOroB pasrajaia 3arajiKy
O IPUBBIYKE JIEPKATH JleTell cieBa ot cebsi.

3ameueno, 4to GOJBITMHCTBO Matepeil mpeanoynTaeT
KayaTh MaJblllla Ha JIeBOW pyke. Pamee BBICKa3bIBAIUCH
[PE/ITONOKEHNsT, YTO MATEPU JIePKAT MaJbllla CJIeBa,
YTOOBI TOT CJBIIIAJT OUEHKE ee CepAlla UK JKe TIOTOMY, YTO
MaMa-TrpaBilia TakuM 00pazoM 0CBOOOKAAECT <«pabouyio»
pyKy. O/1HaKO BCe 0Ka3aJ0Ch ropas/io CIoKHee.

MeskyHapoiHas TpyIna GHOTOrOB pasrajiaia 3arajiky
0 TPUBBIYKE JIepKaTh jeTeil caeBa ot cebs. OkasbiBaercs,
1n000HOE MOBEIEHUE CBOHCTBEHHO OGOJIBIIMHCTBY MJIEKO-
MUTAIONIMX U OObIACHSAETCS OCOOCHHOCTAMEU (DYHKIIMOHU-
POBaHUsI MO3Ta.

CoBMeCTHOE HCCIIeI0BaHe CIIeUaIncToB 3 Poccun,
CIIA 1 ABcTpanun mokasaso, YTo MPUBEIYKA MaTepel fep-
JKATh MAJIBIIIA CJIEeBA NMeeT (DU3HOJOTHYECKIE U BOJIONH-
OHHBIE KOPHHU. IDTO TIOJIOKEHNE AKTUBUPYET MPABOE 10Ty~
[apre TOJIOBHOTO MO3Ta JKEHIIUHbI, KOTOPOE OTBEYAET 3a
conuaabtbie GYHKIUN, BHUMAHWE, TAMSITh 1 MbIIILJIEHHE.

[Tomumo Jtiofieil, HaGJIOMEHUsT BEJIUCh 3a [ECSTHIO
BUJIAMU JKHBOTHBIX, B TOM YHCJE 32 KEHTYPY, JIOMIAIbMH,

MOp;KaMU, aHTUJIONIAMW U KocaTKamu. JleTeHbIu Bcex
MU3YUEHHDBIX JKUBOTHBIX MPE/IIOUYNTAIN 3aHUMATh T1OJI0XKe-
HUe cIipaBa OT Marepu. Takasd 1Mo3uius 1Mo3BoJisieT BUJACTh
MaTh JIEBBIM TJIA30M U aHAJIM3UPOBATDH ee TIOBe/leHue Ipa-
BBIM TIOJTyTIIApIEM MO3Ta.

B coryuae omacHoCcTH caMKH Pe3KO MEHSTIOT CBOE T0JIO-
JKeHMe Tak, 4TOOBl BUETH JICTEHBIIIA JEBLIM IJIa30M, TO
ecTh 4TOOBI HAXOAUTHCSA cripaBa oT Hero. [TogobHoe ToBe-
neHue GbIJI0 XOPOIIO 3aMETHO CPe/ KOCATOK, CAMKU KOTO-
PBIX pacIoJarajuch CIipaBa OT JIETEHBIIA, eCJIU JIOIKA C
MCCICOBATEISIMU TIOAXO/IIA CIUIIKOM Osin3ko. [Tpudem
KOCATKM 3aHUMAJTN MMEHHO 3Ty TIO3WINIO HE3aBUCUMO OT
TOTO, ¢ KaKOI CTOPOHBI PUOIMIKANACH K HUM TIOT€HIINAb-
Has yrposa.

[ToBenenune mwmeil MOATBEPKAAET CJHOXKUBIIUNCS
MOPSIOK Beteil. MaTh kKayaeT MJIajieHIia Tak, YToObI JTydIie
BUJIETH €0 JIEBBIM TJ1a30M 1 00pabaThiBaTh MOJYYEHHYIO
nHGOPMAIMIO TIPaBBIM TIOJIyIapueM Mosra. VmenHo aTa
11032 TIO3BOJISIET IOOUTHCS JIyUIIIEro 3pUTENbHOTO KOHTAKTA
MeK/1y MaMOIl ¥ MaJIBIIIIOM.

Texkcr:Anna XoTeeBa
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