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2Y:Kropo/iICbKHUil HAI[iOHAIBHUIA YHIBEpCUTET

Y crarti BUKJIaZeHO MOJelli Cy4acHOI reMOCTaTHYHOI Tepamii
reMo(iii, 1o 6a3y€TbCst HA 3aCTOCYBaHHi SIK 3aMiCHOI Tepamii
¢akTopamu 3ropTaHHs KPOBi, TaK i iHIIAX TEMOCTATHYHHX TPe-
napatis. HaBoaarbcs cxemu po3paxyHKY /103H TeMOCTaTHYHUX
npenaparis, iHTepBaJH BBeJl€HHS i TPUBAJIICTh JiKyBaHHS NPHU
HaiyacTilMX NposiBax reMopariynoro cunzapomy. Oxpemo po3s-
[JISIIAI0THCSI CXEMU JIKYBaHHsI reMO(Diii B aMOyJIaTOPHUX yMO-
BaX i B cTaiioHapi.

Knrouogi cnosa: zemoghinisi, zemocmamuuna mepanis, gpaxmopu
320PMAHHSL KPOBi, CXCMU JIKYBAHHSL, 2eMOPAZIUHUL CUHOPOM.

reMO(l)iJIiH — 1€ CIIaJIKOBE 3aXBOPIOBAHHS CUCTEMHU TeMOCTa3y,
1110 XapaKTePU3YEThCsT 3HIKEHHSIM a00 MOPYIIEHHSIM CHHTE3Y
daxropis sropranns kposi VIII (temodinist A), IX (remodinist B),
XI (remodinis C) [12, 19]. Temodimist ycrnaakoBy€eTbes 3a pelie-
CUBHOIO 0O3HAKOIO, 34CILIEHOIO 3i CTaTeBOI0 X-XPOMOCOMOIO, IIPI
1bOMY YCITQJIKOBYIOTbCS OZIMH i ToW camuil Tun remodisii ta ox-
HAKOBa TSDKKICTb 3aXBOPIOBAHHS. Y 3arajibHill MOMyJIsllii XBOPUX
Ha reMoimiio 30-40% BUITA/IKIB IPUITAAIOTH HA CIIOPAJNYHY Te-
Mo, 06yMOBJIEHY TIATOJIONYHO MyTalli€to reHa [4, 12].

Femodinis, sk naituacTina i HaitBaskya hopMa CIIaIKOBUX KO-
aryJionatii, He TiJIbKY BiZIHOCUTBCS 10 CKJIAQJAHUX MEIMYHUX [TPO-
6JieM i Mae BaxkaMBHUIT corlianbHuil aciekT [5, 22, 25]. XBopoba
TIPU3BOAUTD /10 PAHHLOI BTpaTH IIpale31aTHOCTI Ta inBasian3anii
GiJIBIIOCTI XBOPUX, MEPEBAXKHO Ie y AuTstaoMy Birli [1-3]. XBopi
Ha reMo(disito moTpebyoTh 3HaYHUX (DIHAHCOBUX BUTPAT Ha MO-
crifiny 3amicny tpancdysiliHy Tepamiio IpenapataMy ILIa3MU
KPOBI [IPU TIOBTOPHUX KPOBOTEYAX, & TAKOK CTBOPEHHST 0COOJIH-
BUX YMOB HaBYaHHs i podotn [5, 7-9, 12]. YpaxkeHHs OMOPHO-
PYXOBOTO arapary € IMOKa3aHHIM /10 OIIePaTUBHOTO JTiKyBaHHS Ta
NMOBHOLIHHOI peabiniTalii, a B pasi inBasigusauii XBopi Bumara-
I0Thb CTOPOHHBOTO JtoTsay [1-3].

[Tomupenicts y cBiti remodinii A cranosuts 1: 10000, remo-
dinii B —1:30000-50000 sxurenis yososivoi crati [12, 23]. Illo
crocyeTbes remodiii C, To y pisHux KpaiHax i eTHIYHUX rpymax
ii nommpenicts HeogHakosa. HeoOXiHO BpaxoByBaTH, 110 3HAY-
Ha KiabKicTb 0ci6 3 gedinurom daxropa X1 He BUABIAETHC i 110
CTATUCTUKK He BRIIOYAETHCS, OCKIIBKI Mepedir 3aXBOPIOBAHHST
abo GescuMIITOMHNH, a60 3 MiHIMasbHUMU TeMoparisMu. Temo-
dinig C Bigpisusgernbes Bix remodinii A ta remodinii B BincyTHic-
TIO KPOBOTEY Y CYTI00M Ta M'sI31 i 3yCTPIYAETHCS SIK Y YOJIOBIKIB,
tak i y kinok. Ilpu remodinii C pusuk BUHUKHEHHSI KPOBOTEY
He 3aBKIM 3JICKUTH Bil piBHS dakTopa i JikyBajbHa TaKTHKA
3HAYHO CKJIAHINIA, Hix mpu reModinii A un B. Tsokkuit nedinur
axTopa BUSHAYAETHCSI TIPH PiBHI itoro akTuBHOCTI MenIre 15—-20
OZIMHUID Y CIAJIITPI.

Y mnamientiB 3 yacTkoBuM ziehinmuTom piBenb hakropa cra-
HOBUTH NpubausHo 20—60 ox/mt. Ipubausao y 30—50% mnaiti-
€HTIB 3 YaCTKOBUM JIeiIINTOM 3yCTPiYaloThCs 3HAUHI KPOBOTEY,
ajsie Harepe/| ileHT(hiKyBaTH TAKUX MAIIEHTIB JOCUTH BAKKO. Y
6i/IbIIOCTI HALIEHTIB 3 YaCTKOBUM Ae(ilnTOM BijicyTHi cIIOHTaH-
Hi KpoBOTeui, IIPoTe iCHYE BEJUKUI PU3UK BUHUKHEHHS KPOBO-
Teu Ticast Xipypriynux BTpydYaHb 4u TpaBM. [lo Toro x y miteit
1o 6-MicsTYHOTO BiKY criocTepiraioTbest HU3bKi piBHi X1 dakropa.
[Ticas 6 mic xutTa piBenb X1 akropa He 3MIHIOETHCS 3 BIKOM.
Haituacrime xposoteui npu gedinuti XI dgaxropa BUHUKAIOTH
micsig XipypriuHux BTpPy4aHb YU TPaBM y THUX JiJSHKAX, /€ 3HA-
XOJISITBCST CJIM30BI OGOJIOHKH, B SIKUX CIOCTEPITA€THCS BUCOKA
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(hiGpuHOMITHYHA aKTHBHICTD (CEYOCTATEBMH TPAKT, POTOBA T10-
POKHUHA — TTCJIST BUlasieH st 3y0iB YM TOH3UJIEKTOMIT). 3aXBO-
PIOBaHHA YacTillle BUABJIAIOTDH Y €BPeiB-alllKeHasi yacTile, Hixk B
inmux etHivHNX rpymnax [10, 12, 13, 14].

B €spomni nomupenicts remodinii A i B cranosurts 13-18
punazikiB Ha 100 Tic. MemkaHIiB. Buxomsun i3 ceperHbOEBPO-
elICbKOTO TTOKA3HUKa, B YKpaiHi po3paxyHKOBa KiJTbKiCTb XBO-
pux Ha remoditito Mae 6yt 61usbK0 3 THC. 0ci6. OHAK peanbHO
3adikcyBaTn 3aXxBOpIOBaHicTh Ha reModisito B Ykpaini Ta ii mo-
IMHPEHICTb OLIHUTU HEMOXKJINBO Yepe3 Bi/ICYyTHICTb €JUHOTO J1ep-
JKaBHOTO peecTpy natientis [7, 9, 10, 19, 23].

B VYxpaini, 3a ganumn /Y <«Iscturyt martosorii kposi i
tpancdysiiinoi meguuunn HAMH VYxpainws, cranom nHa 10-
vyatok 2017 poky Ha aucrnancepromy o6uiky nepebysano 1045
XBOpUX Ha remodisii Ta xBopolOy BimeOpanza, a mommpeHicTh
cranosuia 3,49 na 100 tuc. memkanuis [ 18]. 3a inmmMu ranumu,
B Ykpaini 3abikcoBano 2569 xBopux Ha remodiziio Ta XBOpoby
Bisrebpanza, 3 Hux 667 (27%) — mitu [11].

3uannst piBust gedinuraoro dakropa HeoOXigHe JUIst pU-
3HAYeHHHA aJleKBaTHUX /103 NP JIiKyBaHHi reMopariyHux MposiBiB
nperapataMu 1asMu Kposi: ouuntenum ¢akropom VIII, IX]
kpiomperumnitatoM abo cBixkozamoposkenoo miasmoio (C3II),
y cepenHboMy 3 po3paxyHky 20—30 mr/kr macu tina [4, 6, 24].
Ha xanp, y npaktuuniii AissibHOCTI JiiKapi BU3HAYAIOTh CTYy-
[iHb BaXKKOCTI 3aXBOPIOBAHHS 3a YaCTOTOIO 3B€PTalb XBOPUX Ha
CITQJIKOBI KOaryJomnarii 3 MpUBOJY KPOBOTEYi Y KPOBOBUJINBY.
OKkpiM TOTO, CJIijl 3a3HAYMUTH, 110 3a0e3MeYeHicTh TpernapaTaMu
KOHIIeHTpaTiB (hakTOPiB 3ropTaHHs KPOBi y HalIiil jepskaBi Ha-
pasi € HelocTaTHBOIO (IIOPIBHSHO 3 pekoMeHoBaHUMM Pajioio
€spormu (rpynens, 2017) — 4 MO st pakropa VIII, 0,5 MO anst
dakropa IX [8, 9]), xoua namu 1ie 10 pokis Tomy 6yJi0 HaBeIeHO
(bapMakoeKOHOMIUHE OOTPYHTYBaHHsI MOTPEOU KiJIBKOCTI KOH-
HeHTpaTiB (haKTOPiB 3ropTaHHs KPOBi /I JiiKyBaHHs reModirii
A B YVpaini [25]. Anasoriuni oOrpyHTYBaHHS 3 PeTEIbHUM KJIi-
HiIKO-eKOHOMIYHUM aHaJi30M Pi3HUX CTpaTeTiil JiKyBaHHS reMo-
inii A mouasu 3’sIBAATHCS | OCTAHHIM YacoM [5].

Bracninok po3BUTKY KIiHIYHUX YCKJaJHEHb (TIOBTOPHi
KPOBOTEYi Yy BHYTPIilIHi OpraHu i TKAaHMHU, KPOBOBUJINBU Yy CY-
rio6u, reModisiuni apTponarii, HCeBAOMYXJINHN TOIIO) XBOPI Ha
CIIAJIKOBI KoaryJonaTii — 11e BaKKi XBOpi, sKi iHBaIiN3y0ThCA
MIPaKTUYHO 3 ANTHHCTBA [6, 12, 19]. 3rinHo 3 Hakasom MiHicTep-
CTBa OXOPOHU 3/10poB’s Ykpainu, Minictepcrsa mpati Ta coli-
aJIbHOI noJliTuky Ykpainu, MinicreperBa dinanciB Ykpainu Bif
08.11.2001 poky Ne 454 /471 /516 «I1po 3atBepmkenns [lepemiky
MeIMYHUX TI0Ka3aHb, 1110 JAI0Th [IPABO HA OJIePKAHHS IeP>KaBHOT
coliaJbHOI JIOMOMOTH Ha JiTeii-inBaifiB BikoM 10 16 pokiB»
yciM fitam 3 giarHozom remodisii, xsopobu BisieGpana mpu-
3HAYAETHCS TPyIa — iHBAJII/L 3 AUTUHCTBA.

Bimsbko 70% XBOPUX CTPAXKAAIOTH B/l TSUKKUX i CEpeHbO-
TsKKUX hopm Tiepebiry remodidiii, 3a SKUX ypasKeHHsST OMOPHO-
PYXOBOTro anapaTy MaioTh [IPOIPECYIOUUii XapaKkTep i € 0CHOBHOIO
MIPUYIHOTO PaHHbOI iHBasiAn3arii xBopux [1-3].

Hapasi kaproBaHo renu, 1o KOHTPOJIIOIOTH CUHTE3 (haKTOPiB
VIII a6o IX i Bianosizaibui 3a possutok remodiii. Ten, 1110 ko-
nye cunres daxropa VIII (186 Tuc. map HyKJIeoTHU/IiB), po3Taiio-
BaHMii Ha OBroMy 1iedi X-xpomocomu y jokyci Xq 28, ckiaja-
eThest 3 26 ex30HiB 1 25 iHTPOHIB i MicTUTh 2332 aMiHOKHMCIOTH.
len daxropa IX (34 Tuc. map HyKJIEOTHIiB) PO3TAIIOBAHUI Y
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gokyci Xq 27 poBroro mnieya X-XpoMOCOMHU Ta CKJIAIAETHCS 3 8
eKk30HiB [12].

3 orgay Ha 3MiHM, 10 BiAOYBaTUMYyTbCSI Y 3B'SI3KY 3 pe-
(opMyBaHHAM MEPBUHHOI JIAHKU HAJAHHS MEAMYHOI JI0TIOMOTH,
IIJTKOM OYEBW/IHO, 1110 HA CIMENHUX JiikapiB 6y/:[c TMOKJAJEHO SIK
ZOMAIITHE, Tak i mpodimakTnyne gikyBaHHA TeModiii, a 3 4acom
npobiieMa JIAHOTO 3aXBOPIOBAHHS Oy/Ie 111e aKTYaJIbHIIIOI0 sl Ci-
MEIHOT MEIUIIHHA.

KniniuHa kapTuHa

Haiixapakrepuimum i HalicrienugidyHilmmM CUMITOMOM Te-
Mo(iIii € KPOBOBUJIMBHU [0 KPYIHUX CYIJI0OiB — reMapTposu
[1-3]. Binsnauatorbcs yacTi BHyTPillTHbOM 130Bi Ta 3a04uepeBUH-
Hi reMaToMu, TPUBaJi KPOBOTEYi BHACJIJIOK TPaBM, BUIATCHHS
3y06iB, onepaitiil. Piire TpamisioTbes KpOBOBUJIMBHU 10 OPraHiB
4YepeBHOI MOPOKHUHHY, NIIYHKOBO-KUAIIKOBI KPOBOTEYi, remMaTy-
pid, BHyTpilllHbOYEpeIHi TeMoparii.

TeMapTposy BEeJMKUX CYrJIO0iB BUHUKAIOTh THM PaHillle, 110
Tspkde popma remodiii. I3 saranbioi kisbKoCTi KPOBOBUJINBIB Te-
maptposu cranosJsth 70-80%, rematomu — 10—-20%, kpoBoBUIIH-
BH JIO IIEHTPAJIBHOI HEPBOBOI CHCTEMU — MEHIIIE BiJ[ 5%, reMaTypist
— 14-20%, NIy HKOBO-KHUIIIKOBI KPOBOBUJINBY — GJ113bKO 8%.

FemapTpo3 — Haityacrimuii i Haiicrermdiuninmii mposiB re-
modimii. Haftuacrime nepini remapTpo3u BUHUKAIOTH y Biri 1-8
pokiB i € Hacsigkom TpaBmu. L'ocTpuilt reMapTpo3 CynpoBOIKY-
€Tbest HOJIBOBUM CHHAPOMOM, 00YMOBJICHUM TTi/IBUIIIEHHSM BHY-
TpinHbocyHHOr0 THCKY. Cyrsio6 36ibiieHo B 00’eMi, mkipa
HaJl HUM TillepeMoBaHa Ta rapsya Ha JIOTUK. 32 BEJUKUX KPOBO-
BIJINBIB MOXKe BUSIBIATHCA (IYKTyarisd. SIKIo reMapTpos BU-
HUKAE MICIA TPaBMU, CJIiJ| BUKIIOYUTH JJOATKOBI ITONIKO/KEHHA
(BHYTPIIIHBOCYTIO00BUIT TIEPEJIOM, BiIpUB BUPOCTKA, 3allleM-
JIEHHS TKaHWH).

ITepebir remodinbHOT apTponarii BKIoYae Tpu (asu:

— rOCTPHH KPOBOBUJIMB JI0 TIOPOKHUHMU CYTI00a, BUPasKEHUH
60JIbOBUIT CUHIPOM, OOMEKEHHSI PYXiB, Ha PEHTTeHOTpaMax KicT-
KOBIi 3MiHUM He BUSIBJISIIOTHCS,

— CHHOBIT, MATOJIONYHI 3MiHU CHHOBIQJIbHOT 0OOJIOHKH, CY-
r1060BOTO XPAIIA;

— dopmyBanis 1ehopMyI040ro OCTCOAPTPO3Y Ta KOHTPAKTYP.

3a rtaxkoi dopmu remodimtii GigbLICTH TeMapTPO3iB He
NOB’A3aH0 3 (Qi3NYHNMHI HABAaHTAKCHHAME Ta TPAaBMaMU, & BUHU-
KaloTb caMo4utHo. 3a reModinii cepeiboi TAKKOCTI reMapTpo-
31 BUHUKAIOTb 3a3BUYall 1MicJisl TpaBMU, ajie MOXKYTb PO3BUBATHUCS
i1 cIoHTaHHO. 32 JIerkoi ¢opmu remodisii reMapTpo3u 3a3BUYait
PO3BHMBAIOTHCA HA TJIi cepitosHux 3a60iB i TpaBm. Peruausyioui
TeMapTPO3U BUKJINKAOTh XPOHIYHWI CUHOBIT i XpOHiUHI TeMopa-
TiYHO-IECTPYKTUBHI OCTE0aPTPO3MU.

Ha craziii cMHOBITY CHHOBia/IbHA 060JIOHKA TilepTpodyEThCs
i cTae OCHOBHUM JIPKEPEJIOM KPOBOBUJIMBY JI0 CyTro6a. 3a rocTpo-
IO CMHOBITY reMapTpo3u MOKYTb BUHUKATU OJMH 33 OJAHUM I10-
1pu tpacdysii gedilluTHUX YNHHUKIB, 1110 1IOB’S13aHO i3 3alalib-
HUM TIPOTIECOM Y CHHOBiaJIbHiii 060JI0HII. [Ipu 1IbOMY Y XBOPHX
vacto (4—5 pasiB Ha Micsi[b) BUHMKAE CUJIBHUN Oijib, 1O Ma€e
HeTpUBAIMI Xapakrep. 3a XPOHIUHOr0 CHHOBITY Gisib y Cyrobi
MOsKe OyTH BiZICYTHIM, OCKiJIbKH 3DYITHOBAHO Kalcyy cyrioda,
asie cyri00 3aJMIIAETbCS MOCTIHHO 301IbIIeHUM B 06 €MI.

[ledopmyrounii octeoapTpo3 GopMy€eTbCs y XBOPHX Ha IIi3-
HIX CTaflisX MaTOJIOTIYHOro NpoIecy, KoJiu BindyBacTbes (hibpos-
He TIepePOIKEHHS CHHOBiaNbHOT obomonku. Exeynar y cyraobi
GiJibIlle He HAKOTMUYYEThCS. 3aroCTPEHHsI reMapTpPO3iB Tparis-
H0ThCSI Pijiiiie, PYyXJIUBICTD Y CYTJI00i TIPOTPECHBHO 3MEHIITYETHCSI.
VY MajiopyxJMBUX KOJIHHUX Cyri00aX KPOBOBUJIUBU Y BUIJISI
OKpeMHX, 0TOUeHUX (hiOPO3HOK KalCyJI00 KiCT, JTOKaIi3yl0ThCst
y BEPXHBOMY Ta GIYHUX 3aBOPOTAX, Y JIJISTHI[ MisKBHPOCTKOBOT
SIMKHM, a iHozi i y ToBIi rineprpodosanoi karcysnu. Kicrosui ami-
HU TIPU3BOJIATD /10 TIOMIKO/PKEHHS KiCTKOBUX CTYKTYP Ta IOJaJIb-
HIOMY IIPOTPECYBAHHIO IIATOJIOTIYHOIO IIPOIeCy.
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Ha mizcraBi KTiHIKO-pEeHTIeHOIOTIYHUX ITaHIX FeMOopariyHo-
JeCTPYKTUBHI OCTE0aPTPO3U POIOALIAIOTL Ha V cTaiil.

I (pamms) cTazist — XapakTepU3YEThCsT 301IBITEHHAM 06’ eMyY
cyr06a, po3MMPEHHsIM CyTI000BOi MIIIMHN 32 PAXYHOK KPOBO-
BUJIUBY. PenTrenos1oriyno MoxxyTb BUABJIATHICS IIOTOBIICHHS Ta
VIIBHEHHST CyTII060BOi KaTcyi, moMipHuii octeonopos. Oymnk-
1i10 cyrz06a 3a BiZICyTHOCTI KPOBOBUJINBY Y «XOJIOHUIT» TIEPIO
He IOpYIIEHO.

IT crajia — xapakTepusyeTbcsl MOMIPDHUM 3BYXKEHHAM CY-
r71000BOT HiMHN 6€3 TOPYLIEHHSI KOHIPYEHTHOCTI CyrJIO00BHX
MoBepXoHb. HapocTaioTh 03HAKM 0CTEONOPO3Y. 3'SIBISETHCS CY6-
XOH/IPAIBHUIT CcKJIepo3. BinbyBaerbest mojiasiblie  yilibHeHHST
[epUAPTUKYJIAPHOI TKAHUHU.

1T crazis — xapakTepusyeThes 10SIBOI0 KPaoOBUX y3YD, Jle-
CTPYKIN€IO XPAIIOBOI TKAHUHY 3 YTBOPEHHAM KicT. OcTeonopos
Gizbn Bupakenuit. Cyrio6oBy MUY 3BYKEHO, MiCIIMU TOPY-
MIEHO KOHTPYEHTHICTD CYTJI000BUX TIOBEPXOHb. Y KOJIHHOMY CY-
r106i BigOyBaeThCst XapakTepHa 3MiHa HAIKOJIHHIKA — KBaJIpar-
Ha popma Horo HUKHBOTO MOJMIOCY Ta 361IbIIEHHS IePeIHbO3A/L-
HbOrO po3mipy. DyHKIi0 cyrro6a TOMIpHO 3HIKEHO, HE3HAYHO
00OMeKeHO pyxu, € arpodist M'a3iB.

IV cragis — cyriobu pisko aedopmoBaHo, cyrno6oBi 1o-
BEPXHi CIIONIEHO, ermidhi3u po3IMMPeHo 3a paXyHOK TillepOCTO3iB,
giadizu 3MeHIIIeHO, CyTI000BY HILIMHY Pi3KO 3BY:KeHO. BHyTpili-
HbOCYTI000BI Xpsiiii 3pyiiHOBaHo. Bupaxeno arpodiio m'si3is.
Obcar pyxiB 3HaqHO 06MesKeHO. BifzHauaeThest BHY TPINIHBOCY-
rioboBa kperirtaiis i yac pyxy. OyHKIiio cyrioda 3HaUHO M0-
pylIeHo.

V crazis — XapaKTepHu3yeThCA IIIKOBUTOIO BTPATOIO (QYHKIII{
cyrioba. Cyrio6oBa IIMHA TOraHO KOHTYPYETHCSI HA PEHTre-
Horpami, yacto ii 3apolleHo CIOJMY4YHOI0 TKaHMHOI0. Bupaskeno
CKJIEPO3 CyGXOanaanMX BiZIIIJTiB KiCTKM, NPUENTHAHO 3HAYHY
y3ypraiiio ta Kictos emidisis. Binbysaerbest hopmyBanst Kict-
KOBOI'O aHKiJI03y.

[lecbopmytoui ocTeoapTpo3u CIPaBJSIOTh BIUIMB HA JIMHA-
MiKy BCBHOTO OIIOPHO-PYXOBOTO alapary: BiaOyBaiOTbCsi 3MiHU
MOCTAaBH XBOPOTO, BUKPHBJIEHHs XpeOTa i Tasa, pO3BUBAIOTHCS
rinotpocii M’a3iB Ta octeonopos. TpuBasa HerrpaBuIbHA MOCTA-
Ba CTONU CHPHsIE BaMbIyCHIN sedopmartii kosriHHOTO cyrioba ta
YTBOPEHHIO CTAJIO] KOHTPAKTYPH ¥ CKOKOBOMY CyTJI00i 32 THIIOM
<KIHCBKOI CTOTIN».

Y pasi BUKOpHUCTaHHA MUIULD Bil3HAYAIOTHCS KPOBOBUJIUBU
10 cyry100iB BepXHix KiHmiBok. [mboKi 3MaHu KiCTKOBO-CYIJIO-
60BOi crcTeMi 0GYMOBIIIOIOTh HACTAHHST IHBAJI/IHOCTI BIKe y /iU~
TSYOMY Billi.

Bropunnuit pemaroinnuit curapom (cunapom bapkarana-
€ropoBoi) HAIIAPOBYETHCST HA MOTIEPe/Hi reMapTpo3H, Biadysa-
H0ThCsL BJACTUBI reMO(MiJIii AeCTPYKTUBHI TIpolieck y cyriobax.
[Teit cunpoM CyNpPOBOIKYETLCS XPOHIUHNM 3allaJIbHUM ITPOIie-
COM y JIpiOHUX cyryio6ax KUcTeid i cToI 3 HACTYITHOIO iX sedopma-
mieo. BifzHayaerbest CKOBaHICTD, TIEPCUCTYIOUMIT Giib y Cyriio-
6ax. Y GiIbINOCTI XBOPUX CHHIPOM IMPOSIBJISIETHCS Y Billi TIOHAJL
14 pokis. I3 BiKOM TSKKiCTH ypaskeHHs1 CyrJoOiB IPOrpecye,
110 TPU3BOUTD 10 0OMEKEHHS PyX0Boi DYHKIILT, hopMyBaHHIO
KOHTPAKTYP Ta aHKIJIO3iB.

Y nepiii poKH JKUTTS YacTO TPAILIAIOTLCS KpoBoTeui 3i ¢au-
30BUX 000JIOHOK POTOBOI MOPOKHUHMU, HOCOBI KPOBOTEY, CHHIL
Ha mkipi. Tsorunii nepebir giaresy BigzHadaeTbest y mepioan abo
HeBJI0B3i TicJs nepenecennx iHdekuiiinux 3axpopoanb. Haii-
iMOBIipHIIIMM IYCKOBMM MEXaHi3MOM KPOBOTeYi Ha TJ1i iH(eKIIii €
HOPYIIECHHS IIPOHUKHOCTI CYyANH. BHACTIZOK I[bOTO 3’ABJIAIOTHCS
caMOYMHHI KpoBoTeui fianenesnoro tuiy [12, 17, 19].

I'emaToMn — KPOBOBWJIMBH /IO M'SIKUX TKaHUH, AKi Haifgac-
Tille JIOKAM3YI0ThCs y AIISHIL M sI3iB, 110 HecyTh Ha co0i Haii-
Gisbliie cTaTHYHE HABAHTAKCHHS (3/[yXBUHHO-IIONIEPEKOBUIL, 40~
THPUTOJIOBHI M’513 CTETHA, TPUTOJIOBUIT M'513 ToMiskn ). O6umpHi
reMaTOMU MOXKYTb JIOCSTaTU 3HAYHUX PO3MipiB, BUKJINKATU aHe-
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Milo y xBoporo. KpiM Toro, Besuki reMaToMu CyIpoBO/KYIOTBCS
KOMIIPECi€l0 0TOUYIOUnX TKaHUH. ['eMaToMu, 1110 TUCHYTH Ha HEP-
BOBi cTOBOYpH a0 M's13U, BUKJIMKAIOTh TOPYLIIEHHS Yy TIHBOCTI,
arpodiio M’43iB i KOHTPAKTYPHU.

MOKJIMBI TIATOJIOTIYHI [IEPETOMHE JIOBIUX TPYOUACTUX KICTOK
BHACJIZOK aTpodivHNX i KiCTO3HMX 3MiH, gKi TaKOX CyNPOBO-
JUKYIOTBCSI IIPOCTSKHUMU TeMaTOMaMi, 1[0 PO3IIapOBYIOTHCS.
3a KPOBOBWIUBIB Yy JIJISIHKY 37yXBUHHOTO M’s13y (DOPMYETHCS
3rMHAJbHA KOHTPAKTypa crerHa. IIpocTskHi KPOBOBUIIMBHU 10
M’ SIKMX TKaHWH ITiIeserHol JiaSHKY, MK, 3iBa Ta TJIOTKU CTBO-
PIOIOTH HEGE3TEKY CTEHO3YBaHHSI BEPXHIX [MXaJlbHUX MISAXIB Ta
acixkcil.

3a aJIeKBaTHOTO iHTEHCUBHOTO JIKYBaHHSI reMaTOMU 11JIKOM
PO3CMOKTYIOThCsE Y GiJIbIIOCTI XBOPHX. B OKpeMuX BHIaIKax
reMaToOMU MOKYTDb TpaHc(hOpMyBaTHCS y «reMoiniuni mncesro-
MyXJUHUY. Y TIUX BUIIQJIKAX TIPOBOJAUTHCS XipypriuHe JiKyBaHHS.

Temarypist MOJKe BUHUKATH CIIOHTAHHO ab0 Y 3B'S13Ky 3 TpaB-
MaMU HOIEPEKOBOI JAJISTHKY. [eMaTypist MoKe CypOBOIKYBATUCS
JMBYPIYHUMU TIPOSIBAMH, HATlA[AMU HUPKOBOI KOJIbKH, 0OYMOB-
JIECHUMHU YTBOPEHHAM 3TYCTKiB KPOBi y CEYOBMBIIHMX IIIAXaX.
Ha mizcrasi nocsipKkenns HIPOK y XBOPUX Ha reMoGimiio MOKHA
3HANTH Taki HePOJIOTIYHi MOPYIIEHHS, SIK HIPKOBUI KAIJISIPHUI
HEKpO3, Tifiporedpos, miesoHedput. MakporemaTypisi y XBOopux
Ha reModisiito 06yMOBIeHA HASIBHICTIO KOHKPEMEHTIB Y CEY4OBOMY
Mixypi, niesoekrasielo, rizponedposom. IIpore He 3aBxan Baa-
€ThCsT 3HAITH TPUYKHY TeMaTypii. BoHa Moske OyTH iHO/ €MHUM
CHUMIITOMOM TI0YATKOBOI cTalil riziponedposy, BUHUKAIOUN BHACJIi-
JIOK PalTOBOrO Ta IIBUJKOIO 3HUKEHHS BHYTPIMIHBOMUCKOBOTO
Trcky. Haaro Tsskko remarypist iepebirac y XBopHx 3 iHTibiTop-
Hoto ¢hopmolo remodisii. Jliarnoctuka IIpuyMH reMatypii y XBopux
Ha reModiTio 103BOJISIE BU3HAYUTH TAKTUKY TTOMAJIBINOI Tepartii,
SK KOHCEpBaTHUBHOI, Tak i onepatusHoi [4, 12, 21].

[I1ryHKOBO-KMIIIKOBI KpOBOTEUi Y XBOPUX HA reModisiio He
€ mepeBakHOIO (hopmoro KpoBoToumBocti. IIpodysHi mmyHKO-
BO-KHIIIKOBI KPOBOTEUi y pasi remodisii 6yBaoTh CIIOHTAHHUMU,
MOXKYTh OyTH BUKJIUKAHUMU BKMBAHHSAM AalleTUJICATIIHIOBOT
KMCJIOTH, iHIIMX HECTepPOiHMX MpoTusamaibHux 3acobis. Kpim
TOTO, JUKEPEJOM KPOBOTEYi € JJaTeHTHI BUPA3KNU MITYyHKa Ta /[Ba-
HAJISITUIAJIO] KUIIIKH, & TAKOK €PO3iiiHi racTpuTH, reMopoialib-
Hi By3JIH.

KpoBoBuinsu 10 Gpr:ki Ta calbHUKA MOKYTH iMiTYBaTH ro-
cTpe XipypriuHe 3aXBOPIOBaHHS OpPraHiB 4epeBHOI NOPOKHUHU
(TOCTPHII alleHININT, KUIITKOBA HETIPOXiHICTD TOIIO).

KpoBoBWIIMBH 10 TOJIOBHOTO Ta CIIMHHOTO MO3KY Ta iX 060-
JIOHOK 3a TeMoiJtii BAHMKAIOTh uepe3 TpaBMy. B okpemux Buna-
KaxX IPUYUHOI TAKUX KPOBOBHJIMBIB MOKe OyTH TimepTOHIYHUT
Kpu3 ab0 BKUBAHHS TIPENAPATIB, 1[0 3HAYHO HOPYLIYIOTh FeMOC-
TarndHy (QyHKII0 TPOMOOIUTIB (AleTUIICATIIIIOBA KUCJIOTA,
OyTazioH TOIIO).

[TosiBa ocepe1kOBOT CUMIITOMATHKH Y XBOPOTO Ha reModiJiiio,
SIKUI 3a3HaB TPaBMU TOJIOBH, BUMArae TepMiHOBOTO IPU3HAYEHHS
aHTUTeMOMiTbHUX IIPenaparis, OAATBIIOTO JiKyBaHHS B yMOBaX
crauionapy i HarisoM HeBpolartosora. Byab-axuil xsopuit
Ha reMoMiJIiIo i3 CUMIITOMATUKOIO, 110 CBIIMUTH TIPO MOMKITUBUI
KPOBOBUJINB JI0 TOJIOBHOTO ab0 CIIMHHOTO MO3KY, BRJIIOYAIYN
COHMMBICTH ab0 He3BUYAHWN rosoBHUIT Gk, OTpebye TepMi-
HOBOI rocmiTaisalii.

Y xBopux Ha reModiniio MOXYTb CIIOCTEpiraTHCsS TPHBAJIi
KpOBOTeui BHACJi0K TpaBM abo omnepaitiii. HaiineGesneuninm-
MU € pBaHi panu. KpoBoreui micis MOMKOMKEHHST M'SKIX TKa-
HUH 9aCTO BUHUKAIOTH He OfIpa3y, a yepe3 mestkuii ac (1-5 rop).
Yci xipypriuti BrpyuaHHsl y XBOpUX Ha reMoisiio, BKI0OYA0Y1
HiarHocTUYHi iHBasiiini mpouexypu (myHKuiliHa Giorcis), mpo-
BO/JATD 13 3aCTOCYBAaHHAM reMOCTaTUYHOI Tepallil Ipernaparamu
sciganns VIIT abo IX. BugaieHHs 10 Tphox 3y0iB, OKpiM MOJIs-
PiB, TIPOBOJIUTHCS B aMOYJTATOPHUX YMOBAxX Ha TJIi reMOCTATHY-
Hoi Tepartii. MuOKuHHEe a60 TEXHIYHO CKJIajiHe BujajieHHs 3y0iB
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3/IHCHIOETBCSA Y CTAllOHAPHUX YMOBAX. Y XBOPHX Ha reModiiio,
VCKJIQ/IHEHY HasiBHICTIO iHMiGITOpiB, BUAAJIEHHST 3y6iB NPOBO-
JINTHCA B YMOBAX CTaIliOHAPY, O/ITHOMOMEHTHO BUIAISETHCS 1I10-
HalGibie oaun 3y6. Y 3B'43Ky 3 MiBUINEHUM PU3UKOM Oy/ib-
AKOi MicIeBOi aHecTesii peKOMeH/J0BaHO 3aCTOCYBAHH 3araJlbHOi
anecresii [4, 12, 21].

[linospa na remodiiio Ta HeoOXiAHiCTB 11 iarHOCTUKY BUHU-
Ka€ 3a 6y11b—511<0'1' TPUBAJIOT KPOBOTEYI, HE3AJIE;KHO BiJl ii JToKaJTi3a-
il (3 mynoBUHU Ta Yepe3 KedaToreMaTOMI Y HOBOHAPOPKEHHUX,
uepes BUIAIeHHs 3y0iB Ta ONePATUBHUX BTPYUYaHb Y JOPOCIUX).

Jliarno3 remoisii BCTaHOBIIOETHCS Ha IijicTaBi BiAIOBI/-
HUX KJIHIYHUX IPOABIB, TeHEAJTOTiYHNX JaHuX, pe3yJbTaTiB
JIOCJTJPKEHHST TIOKa3HUKIB TeMOoCTa3y: IHOJO0BKEHHS aKTUBOBA-
HOI0 4acTKOBOIo (IapiiajJbHOro) TPOMOOILIACTHHOBOIO Yacy
(AYTY); 3umKeHHSA IPOKOATYISIHTHOI aKTUBHOCTI YMHHUKIB
scigannsa VIII a6o IX nuxue Big 50%.

Knacudikais remodinii (MKB-10):

— Kox D66. Criaikosuii geditut daxropa VIIIT (Femodimist A).

— Kon D67. Criazkosuii gedinut paxropa IX (Femodinis B).

Axtusnictb dakropis VIII i IX Bapitoe y 3araiphiii nomy smii
Bt 50 110 200%. TsKKicTh KITHIYHOTO Mepebiry 3aXBOPIOBAHHST HA
remodisio 3amexuTs Biz piBHs hakropa VIII abo IX y kposi, 1110
J103BOJISIE Kylacu(hiKyBaTH 3aXBOPIOBAHHS HACTYITHUM YHHOM:

Tsxka dopma — pisennb daxropa 10 1%. Temopariuamii cun-
JIPOM TIPOABJISIETLCS Y PAHHBOMY JAUTAYOMY Billi Ta XapakTepu-
3YETHCSI YACTUMH TiCJAATPABMATUYHUMU TA CHHOHTAHHUMU KPOBO-
BUJIUBaMU 110 CerI06iB, M’sI3iB, BHYTPIITHIX OprasiB. Y JesKux
XBOPUX 0/[pa3dy IicJs HApOKEHHS Bi/3HAUalOTh Kedasorema-
TOMY, M€JIEHY, TPUBAJLY KPOBOTEUY 3 IIyIIOBUHU. Y I110/IaJIbIIOMY
— TPUBAJI BiZICTPOYEHI KPOBOTEYi y XOi MpopisyBaHHA Ta 3MiHi
MOJIOYHHX 3Y0iB.

Cepeanborskka popma — pisens dakropa Bix 1 10 5%. Xa-
PaKTEePU3YETHCSI TPOSTBOM XBOPOOH Y IOMIKIIBHOMY Billi (4—6 po-
kiB) i misHinIe, 3 TOMipHO BUPaKEHNM TeMOParidyHuM CHH/IPOMOM,
i3 KPOBOBHIIMBAMHU /10 cyryi00iB, M's13iB, remaTypicio. Yci nepepa-
XOBaHi CUMIITOMU CITOCTEPIrafoThCA 3HAYHO PiIIe, Hivk 33 TAKKOI
¢opmu. 3arocTpeHHs TeMOPArivHOTO JiaTe3y Bi/I3HAYAI0THCS Bijl
2 110 3 pasiB Ha piK.

Jlerka dopma — pisenn daxropa monan 5%. Binznagaerncs
pifKMMU Ta MEHII IHTEHCUBHIMU KpoBoTeyaMu. Kutiniuna cumii-
TOMATHKA MPOSABJISEThCS Y IIKIIBHOMY Billi, Ticjst TpaBMu abo
omnepartii.

TMostBa iuri6itopis dakropa VIII abo IX scigannsa — oxue 3
HAUTSKYMX YCKJIQJHEHb 3aMicHOI Teparii y XBOpuxX Ha reModi-
aito. ITiz miero inribiTopy exszorennnii axrop VIII mBuako Brpa-
4a€ MPOKOATYJISTHTHY aKTUBHICTb, CTUMYJIOE JIOJATKOBY IIPO-
JYKIIO aHTUTIJT — MiJBUNLYETbCSA TUTP i aKTUBHICTD iHri6iTopy
y IIUpPKYJI00viil kposi. KpoBoTeua HabyBae HEKOHTPOJIHOBAHOTO
Xapakrepy.

Anrurina o paxropa VIII BusiBistiors 3nauno yacritre (10—
35%), Hixk 10 axropa IX (3—-5%). Bonu BHHUKAIOTH IEPEBAKHO
y nutstyomy Billi (3—6 pokis). Hagasi iiMoBipHiCTh BUHUKHEHHS
iHTiGITOPIB 3HAYHO 3MEHIYETHC.

YrBopeHHst iHTiOiTOPiB aHUX (HAKTOPIB 3rOPTAHHS, MOKJIH-
B0, OOYMOBJIEHO iCHYBaHHIM T€HETHYHOTO MOJIMOPdiZMy HOpP-
MaJbHOTO aHTUTEeMO(ITPHOTO YNHHUKA T2 HASBHICTIO Y XBOPOTO
iMyHOpeakTHBHOI, 6iosoriuno aedexrHoi Mosekym. HasBHicTh
iHTI6ITOPY BUKJIMKAE TIEBHY iHBEPCiIO y mepebiry 3aXxBOPIOBaHHS,
MOTIUGITIOI0Y HOTO TSHKKICTh. BaskinBa poJib y 1ibOMY HAJIEKUTD
Masiit epextTuBHOCTI remocTatnyHoi Teparii [4, 19, 20, 21].

THriGiTOpY YMHHKMKIB 3rOpTaHHS KPOBI BUHMKAIOTh HE JIMIIIE
y XBOpUX Ha reModisito. BoHu MOXyTh YyTBOPIOBATUCS Y JIIOJIEH,
gKi paHile He Maau IposBiB remopariunoro giaresy. Yacrimnre ix
BUSBJISIIOTH B OCI6 3piJIoro BiKy, BKJIKOYAOUN BariTHUX, Y JIFOJei
MOXUJIOTO BiKy (€3 0ueBUIHNX 3aXBOPIOBaHb ab0 y MAIEHTIB i3
pi3HMMM IMYHHUMHU 3aXBOPIOBAHHSIMU, TAaKUMHU, SK CHUCTEMHUI
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4YepBOHUII BOBYAK, PEBMATOITHUII apTPUT, perioHaIbHUN €HTEPUT
Toio. ETiosiorist iX po3BUTKY 3a/IUIIAETHCS HesICHOIO [ 16].

[Ipupona Ta cTyminb KPOBOTOUMBOCTI BiZIPi3HAIOTHCA Y TAIli-
€eHTiB i3 HaOyTOI0 Ta BPOKEHOI0 (hopMamu reModisii. Y XBOpHX
i3 BPOPKEHUM I'eMOpariYHuM J[iaTe30M Bi/l3HAYaIOTh IIepPeBakHO
KPOBOBUJIMBH J10 CyrJI00iB, M's13iB Ta iHmmX M'sikux TkannH. Ha-
BIIAKHU, Y XBOPHX i3 CIIOHTAHHO BUHUKJIUM iHT16iTOPOM reMapTpo-
31 GIKCYIOTh 3piJIKa, XapaKTEPHOIO € MOsSBA CIHOHTAHHUX reMa-
TOM, TSKKOI TeMaTypii, peTpodapiHreasbHuX i peTporepuToHe-
QJIBHUX TeMaTOM, KPOBOBUJIMBIB /10 MO3KY.

[TpunIMTI JTiKYyBaHHS XBOPHX i3 BPOIKEHOIO reModiiero,
YCKJIAIHEHOIO iHri6iTOPOM, Ta ayTOIMyHHOIO TeMO(DIIIEIo He pis-
HATbCS MixX cobolo, ane [IPUHIUAIIOBO BIAPI3HAIOTbCA Bifl TaKUX
JUIS KJracuuHOT reModiii 6es inriGitopy [5, 12, 14, 20].

Opranizaiti€io HaiaHHs JOMTOMOTH XBOPUM Ha reMo(iJiiio Ha-
pasi omikyioTbcs Jikapi-rematosiorn (y nepcrekTusi i cimeiiHi
Jlikapi).

AMOYIaTOPHO-TIOJIKJIHIYHA IOTIOMOTa BKJIIOYAE BUSIBJICH-
Hsl, IarHOCTUKY, JIIKYBaHHS Ta HACTYITHE IUCIIAaHCEePHE cliocTepe-
SKEHHSI TIAIli€HTIB, @ TAKOXK MEAMKO-TeHETHUYHEe KOHCYJIbTYBaHHS
110710 HOTIepe/PKeH s HOBUX BUIIA/[KiB 3aXBOPIOBAHHS Yy POAMHAX
xBopux. BHyTpinrHboBeHHE BBe/leHHs (haKTOPiB 3ropTaHHS KPOBi
VIII a6o IX saiiicHioeTbess B aMGyIaTOPHO-TIOMIK/IIHIYHUX 3a-
KJIajlaX MeJuYHUMU po6iT111/n<aM1/1, clrieliajgictaMy MIBUKOI 10-
MOMOT'H, & B JIOMAIITHIX yMOBaX — CaMUM HAI[ieHTOM ab0 iHITHMI
ocobaMu Tic/IsT HaBYaHHsT XBOPOTO Ta WOro GaThKiB (3aKOHHUX
[Ipe/ICTaBHUKIB).

CranjonapHe JiKyBaHHS XBOPHX Ha reModisito 3iliCHIOETh-
Cs1 y XipyprivHux cremniaagizoBaHUX OPTOIEINYHUX BiIIJICHHAX
reMaToJIOTIYHUX IEHTPIB i GaraTonpodibHUX JTiKapeHb, a TAKOK
y IpoiTbHUX BiTI/IEHHSX JTiIKYBaTbHO-TPOMITAKTUIHNX 3aKTa-
JIiB 3AJ1€5KHO Bijl BUY KJITHIYHUX MPOSBIB reMoirii.

TepMmiHoBa rocmirajizanist XBopux i3 KpOBOBHJIMBAMU IO
SKUTTEBO BAXKJIMBUX OpPraHisB (TpaBMU T'0JIOBH, KDOBOBUJIMBU JIO
TOJIOBHOTO Ta CIIMHHOTO MO3KY, TPAaBMU Y JiJITHKAX TOJIOBU, IINI,
IIUTYHKOBO-KHIIIKOBI KPOBOTEUi, 3a04epeBUHHI TeMaTOMU, MaCUB-
Ha remMarypis, rocTpa Xipypriuia naToJsiorist: TocTpuil aleHuIuT,
[IPOPUBHA BUPa3Ka, MEPUTOHIT, PO3PUB CeJIE3IHKU TOIIO) 3/iii-
CHIOETBCS Yy MPOMiIbHUX Bi/IiIeHHSX JKYBaJIbHUX 3aKJI/iB,
AKi MalOTh MOJKJIWBICTh KOHCYJbTaIlil TeMaTosI0Ta, TPOBEACHHA
3aMicHOI Tepartii Ta HeOOXiAHUX TOCITiIZKEHb.,

[HCTpyMeHTAIBbHI MeTOIN IOCIiIPKEHHS IPOBOATHCS Y pasi
3abesneyenns pisasg Qaxropis sroprannga kposi VIII abo IX y
XBOpOro moHaimentre 50%.

CranjoHapHe IJIaHOBe JIKYBaHHS BKJTIOYA€ PEKOHCTPYKTUB-
HO-BiJTHOBJIIOBAJIbHI Omepartii, OpToneandHy Ta Xipypriumy pea-
GisriTallito XBOpUX i3 PelUANBYIOYNMU FeMAPTPO3AMHE Ta TSIKKOIO
aprporariero, JikyBaHHs iHribiTopHUx hopm remodiii.

OneparuBHe JiKyBaHHs cyra00iB. Haiiuacriue y xBopux Ha
reMOMiJIiI0 POBO/ATH CUHOBEKTOMIIO, KOPUTYIOUY OCTEOTOMIlO
Ta TOTAJIbHE eHJIONPOTe3yBaHHS KOJiHHOTO, CTErHOBOTO Ta iH-
TUX CyFJIO6iB. [TokazanusaM i1 TPOBEIEHHST CHHOBEKTOMIT (Bi/1-
kpuroi, aprpockoriynoi) € II-III crazii aprponatii, ausa sgkux
XapaKTepHi BUpasKeHi 03HaKN PyHHYBaHHS XpsIIiB, KpailoBa jie-
CTPYKILis cyri000BUX MOBEPXOHb. [ToKa3aHHAM 10 KOPUTYIOUOi
0CTeOTOMIT € HasIBHICTh KOHTPAKTYP, BJIbI'YCHOI Ta BApYCHOI Jie-
dopmarii. TorasbHe eHIOTPOTE3yBaHHS MTOKAa3aHe 32 HAIBHOCTI
6OJIIO TiJT Yac CTATHYHOTO HABAHTAKEHHST Ta PYXiB, 00YMOBJIEHIX
HE3BOPOTHUMU /IeOPMYIOUMMH 3MiHAMU Y CyT00ax, a TAKOK Y
pasi matosroriynux nepesomis [1-3].

I'emocraTHyHa Tepamis IPU3HAYAETLCSA XBOPOMY Ha reMoi-
JIIO TiCJI BCTAaHOBJIEHHS JiarHO3y Ta 3a HasgBHOCTI reMopariu-
HUX IPOSBIB (32 BUKJIIOUECHHAM MPOMITAKTIHYHOTO JIKYBAHHS).
OCHOBHUM IPUHIUIIOM JIKYBaHHS XBOPUX Ha reModiiio € 1po-
BeJICHHS BYACHOI aJIcKBATHOI 3aMiCHOI reMOCTaTUYHOI Tepartii
daxropamu sropranng kposi VIII i IX (mmasmarnanumm Ta pe-
koMGiHauTHUMK) (PiBEHDb MEPEKOHJIMBOCTI 0Ka3iB A), 110 J0-
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3BOJISIE TIONOBHUTHU JeinuT hakTopa y miasmi 10 HeoOXiHOro
piBHA.

Dopmysia po3paxyHKy pazoBoi 1031 mpenapary st reModi-
Jii A:

— 3a TsKKOi hopmu — X = M x L x 0,5;

— 3a CepeNHbOI TSLKKOCTI Ta Jierkoi hopmmt — X = M x(L— P) % 0,5.

Dopmy:ia po3paxyHKy pasoBoi 103U rpernapary /st remodisii B:

— 3a TsKKOT hopmu — X =M x L x 1,2;

— 3a cepetHboi TKKOCTI Ta Jterkoi popmu — X = M x(L—P) x 1,2,

ne X — nosa dakTopa 3ropTaHHsI KPOBi /IS OJHOPA30BOTrO
BBenenns (MO),

M — maca rina xBoporo (Kr),

L — Bigcorok GaskaHOTO piBHS (DaKTOpPA 3rOPTAHHS Y ILIa3Mi
Tarfienra,

P — Buxignuii piBenb (hpakToOpa 3ropTaHHA Y XBOPOTO IIEepes
BBEJIEHHSIM TIpernapary.

ITpu upomy Tpeba BpaxoBysary, mo 1 MO daxropa VIII,
BBe/IEHOTO Ha 1 Kr Macu Tijia XBOpOro, MiJIBUIILYE BMICT (hakTopa
VIII y rmasmi xBoporo Ha 1,5-2%, a 1 MO dakropa IX migsuirye
BMmict hakropa IX na 0,8%.

3a jerkoi (popmu remodinii A egexTUBHUM € 3aCTOCYBaHHS
JIECMOIIPECHHY TIePEBAKHO y (opMi BHYTPIIIHPOBEHHUX 1 ITifi-
MIKipHUX iH €Kil (piBeHb IEPEeKOHINBOCTI 10Ka3iB B).

Bukopucranus kpionperuiitaty Bkpait 00MexKeHO yepes He-
3HAYHYy KOHIleHTparliio (hakropa saropranus VIII y mpemapari, mo
He JI03BOJISIE JIOCATTU HeoOXisHOro piBHS reMocTasy, HaJiliHOI
BipyCHOI iHaKTUBAIlii Ta 32a0€31eYrTH ONEePEIKEHH MOKIUBUX
nocTTpaHcdysiiHuX peaxiiiii (piBeHb MEPEKOHIMBOCTI /0Ka3iB
D), BOHO MOJKJIMBE JIMIIIE B yMOBaX TpaHchysionoriunoro kabine-
Ty MeJMYHOro 3akJaay. Kpionperumnitar He OBUHEH BUKOPUC-
TOBYBATHCS JIJIs1 TTPOMIMAKTHYHOTO Ta JOMAITHBOTO JiKyBaHHS
(piBenb nepekoHInBOCTI 10KasiB E).

OcranHi poKK 03HAMEHYBAJIHUCS MOSBOIO TPUHIIMIIOBO HOBUX,
iHHOBALIHMUX IpenapaTiB s JiKyBaHHs iHriGiTOpHEX (BOpM
remoinii A [4, 7, 12, 19, 24]. Ykpaina ctasna fecsaToio Kpainoio
y CBiTi, Jle [UIs1 MeJMYHOTO 3aCTOCYBAHHS 3apEECTPOBAHUIT IIpe-
napar eminuaymMab — MOBHICTIO JIFOAChKE MOHOKJIOHAJIbHE aHTH-
Tifno, 1o 3B’A3ye y KpoBi xBoporo ABi minteni — dakropu IX i X,
3aBISIKN YoMy BUKOHY€ETbCs dyHkiis VIII dakropa sropranns, i
1[0 HEMAJIO BaXKJIMBO, ITperapar BBOAATD IMi/IIKIPHO OJMH pa3 Ha
THIKIEHb. B yMOBax 0OMeskeHOTO (hiHaHCYBaHHSI rajy3i «Hem0Ii-
KOM» TIpernapaTy € HOoro BUCOKa BapTiCTh, ajie 11iJIKOM OYeBU/IHO,
1110 B TIEPCIIEKTHBI BiH CTaHe MPernapaToM BHOOPY 1P IOMAIITHBO-
My JikyBanui remodimnii A [14].

CaHaTropHO-KypOPTHE JKyBaHHS yCKJIaJHEHb TeModimii 10-
3BOJIAC 3HAYHOIO MipOIO MPU3YTIMHUTH, & iHOA i mOTIepeauTy Mpo-
1ec inBastiu3arii nanieHTiB (piBeHb EPEKOHINBOCTI 10Ka3iB B).
KonkpeTHi i10ro BUil MaloTh MPU3HAYATHUCS CITIJIBHO TEMaTOJIO-
roM i izioTepaneBTom. B okpemux Bunajakax ¢isiorepanesruani
MPOLEYPU TIPOBOJSTHCS il TPUKPUTTIM IeMOCTATUYHUX TIpe-
napatiB. s yKpineHHsS M'930B01 CHCTEMU MMOKa3aHi TaKOXK JIi-
KyBasibHA (hi3KyIbTYpa, Macax, miaBanus [12].

JlomaniHe JiKyBaHHs. XBOPi 3 TSKKOIO ab0 CepeiHbOTIKKOIO
dopmamu remoistii micss HaBYAHHS Ta THCTPYKTAXKY Y JiKapsi-Te-
MaTOJIOTa HAaBYAIOTHCA PO3II3HABATH PAHHI O3HAKU KPOBOTEY i BBO-
JTU HEOOXiIHY KiJIbKiCTh KOHI[EHTPATIB YNHHWKIB 3CiflaHHsI Y J10-
MalHix yMoBax a0 MPOTHiHTIOITOPHI IperapaTy A/ KyIipyBaHHs
KPOBOBWJIMBY, 1110 B3Ke BUHUK. Moske ITPOBOANTUCH SIK TTPOisak-
TUYHE JIIKyBaHHS, TakK i Teparris 3a hakToM BUHUKHEHHS KPOBOTEYi.

JlomariHe JIiKyBaHHS € HaiteeKTHBHIIMM, 60 3HAYHO CKO-
POYYETBHCSI TPOMI’KOK 4acy MikK BUHMKHEHHSIM KPOBOBUJIMBY Ta
MMOYaTKOM #0TO JIKYBaHHS, 10 JIJIST XBOPOTO Ha TeModisio Bi-
Iirpae BUpPIMIaIbHY posb (piBeHb MEPEeKOHIMBOCTI OKa3iB A).
Jlomarnize JikyBaHHS JJ03BOJISIE CKOPOTUTHU SIK TPUBAJIICTD JIIKY-
BaHHS, TaK i KiJTbKiCTh aHTUTEMOMITHPHOTO TIPerapary, 1o BBO-
muThes. IIpoBesieHHS Takoro JTiKyBaHHS 3HAUHO MOJIIIIIYE AKICTD
JKUTTS XBOpUX [4, 19].
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IIpodinaxrryne JiKyBaHHS [10JISITAE Y BHYTPIIIHBOBEHHOMY
BBeJIeHHI KOHIIEHTPaTiB (haKTOPiB 3ropTaHHsI KPOBi JJIsl TIOTIepe-
JUKeHHs KpoBoTey [17].

Mema npoginaxmuxu: nepeBectu TsKKY hopmy remodiii y
CEPEeHBOTSIKKY, A0CATAI0YM MiHIMAJIbHOTO PiBHS AebillUTHOTO
daxTopa >2%, a B IeAKNX BUTAIKaX i B 1eTKy (>5%). Ile m03Bo-
JINTB TIONEPEJIUTH PO3BUTOK reMO(iibHOI apTponatii, 3MeHInT!
4acTOTY 3aroCTPeHb i PU3UK PO3BUTKY TSKKUX YCKJIAJHEHb (Pi-
BeHb IePEKOHIUBOCTI JI0Ka3iB B).

Buzu npodinakTukuy: nepBUHHA, BTOPUHHA.

Ilepsunna npogpinaxmuxa — TpuBaje JiKyBaHHs, 110 3aCTOCO-
BYETHCSI y XBOPUX i3 TsKKO10 hopmoto remodizii A abo B. Bona
MOJKe noynHaTucs y Biui Bijg 1 10 2 pokiB, 10 HpOsIBY KJiHIYHIX
CHUMIITOMIB 3aXBOPIOBaHHS (TIepBMHHA TPO(DINAKTHKA, IeTep-
MiHOBaHa BiKOM) ab0 He3aJesKHO Bijl BiKy y XBOPHUX, SIKi MAiOTh
MOHANGIIbIITE OMH CYTII000BUI KPOBOBUINE (TIepBUHHA MPOpi-
JIAKTHKA, JleTepMiHOBaHa [1epIIoi0 KPOBOTEYEO).

[Ipu smopunnii npogpinaxmuyi Tpusaje JiKyBaHHS TTPOBO-
JIUTHCS B YCIX BUIIAJIKAX, KOJIU HE IOTPUMYIOTHCSI YMOBH 115 1IeP-
BUHHOI TpodimakTukn [12, 17].

3abesreuents reMocTasy 3a iHriGitopHoi dhopmu remodimii
[IPOBOANTHLCS AaHTHIHTIGITOPHUMHK TIpernapataMu (OJHUM i3 BKa-
3aHUX) HE3aJIeKHO Bif TUTPY iHTiGiTOPY:

— enTakor-ajibda (aktuBoBanuil) (piBeHb IEePEeKOHIUBOCTI
nokaziB A);

— baxropu sropranus kposi I, VII, IX, X y kombinarii (pi-
BEHb IIePEKOHJIUBOCTI JI0Ka3iB A);

— (bakropu sropranus kposi I, IX, X y komGiHalii 3a KpoBo-
Ted, 110 He 3arPOKYIOTh JKUTTIO XBOPOTO (piBeHDb MEPEKOHIMBOCTI
nokasis B).

OpHOYacHe 3aCTOCYBaHHS 3a3HAUEHHX IIPETapariB Helpu-
MyCTUMO Yepe3 iMOBIPHICTh PO3BUTKY TPOMOOTHYHUX YCKJIA/-

femodpunusa
C.B. Bbigbibopeu, 10.10. Oepnak, 10.F0. MonoBuy

B crarbe mpuBeeHBI AJTOPUTMBI COBPEMEHHOI IeMOCTATHIECKON Te-
panuu reMoQIINKM, OCHOBAHHOII HAa NMPUMEHEHUN KaK 3aMellaroleil
Tepanuu (aKTOpaMH CBEPTBIBAHIA KPOBH, TaK U JPYTHX FeMOoCTaTHIe-
ckux npernapatos. [IpuBesenbl cxeMbl pacyera 03bl TeMOCTaTHUECKIX
TIpenaparoB, MHTEPBAJILI BBEAEHHUS U IIPOAOJLKUTENBHOCTD JIEUCHUS
npu HanboJiee YacTo BCTPEYAIONINXCS POSIBJIECHUSIX TEMOPPArHIecKo-
ro cungpoma. OTAENBHO PACCMOTPEHBI CXeMbI JIeUeHHsT GOIE3HU B aM-
OyJIATOPHBIX YCJIOBUSX U B CTAIHOHAPE.

Kanrouesvte cosa: zemodunus, zeMocmamuieckas mepanus, paxmopul
COEPMBIBANUSL KPOBU, CXEMbL ICUCHUSL, 26MOPPAZUYECKUTE CUHOPOM.

HeHb (piBeHb nepexonyanBocTi AokasiB E). [Ipumyctumo 3acto-
cysanns ¢axropis sropranns kposi 11, VII, IX, X y komGinaitii
ta daxropis aropranus kposi 11, IX, X y kombinaliii ne panite,
HiXK 4yepe3 4 roa micis in'exiii enrakor-aibda (aKTHBOBAHMI)
(piBenp mnepekoHsMBOCTI 0ka3iB B). Ilpmanauenns emnraxor-
asbda (aKTUBOBAHUIT) MOXKJIMBO Jinlle yepe3 48 roj 1micist 3acTo-
cysanns daxropis sciganus kposi 11, VII, IX, X y komGinaitii ta
akropis sropranns kposi 11, IX, X y komGinarii (pisenp nepe-
KOHJIMBOCTI /I0Ka3iB B).

Jlng eniminanii inriGitopy dakropa VIII moxke GyTu BUKO-
pucrana Teparig iHAYKIHl iMyHHOI TOJIEPaHTHOCTI. fi ocrosoio
€ mo/ieHHe BBe/ieHHs dakTopa 3roprants kposi VIII y xonren-
Tpaitii, 1mo mepeBuiye 60Kyouy 3aarHicTs iHridiTopy (100—
200 MO/xr moaobu 3anexuo Big turpy inribitropy). Makrop
VIII, Bukonytoun yHKII0 aHTUTEHY, TPOBOKYE PIiCT TUTPY iHTi-
6iTOPY &k 710 PO3BUTKY TOJIEPAHTHOCTI, TOOTO 3MEHIIIEHHS TUTPY
Ta MOJIAJIBIITOTO 3HUKHEHHs iHribitopy. Tepartist € Ge3nepepBHOIO
Ta TpuBac y cepexabomy Bix 10 1o 18 mic (piBeHb IIepeKOHINBOC-
Ti okasis B) [19, 20].

BUCHOBKHA

Femodinis € TsxkuM 3axBopioBanugam. Opranizariis 3 HajaH-
HS MeJIMYHOT I01I0MOrY B Y KpaiHi He Bi/IIIOBi/la€ Cy4acHUM CBiTO-
BUM cTanmapTam [4, 10, 11,20, 21, 23, 25]. /lottitbHO BIPOBAANTH
npodisakTyHe JiKyBaHH: y XBOPUX Ha reModiio (BUAiINBIIN
npiopuTeTHi rpynu — mith 3 BaskkuMu hopmamu remodirii), mpo-
BOJZMTH JIIKYBaHHS XBOPUX «HA JIOMY», CTBOPUBIIHN PeTiOHAIbHI
enTpu remodinii Ta iHmmx xoarysomnariit i okpecautn ix 3a-
BJIAHHSI, CTPYKTYPY, 000B'I3KU Ta IpaBa, nepeAdaunTy Bianosi-
He (inaHCyBaHHs Ta MaTepiaibhe 3abe3nedernst. OKpPeMo CTOITh
nutanis podeciiHo-MeanuHoi peabiiTailii, a Takox caHaTop-
HO-KYyPOPTHOTO JIiKYBaHHSI XBOPUX Ha TeMOdiTiio 3 iHBaJi IHICTIO.

Hemophilia
S.V. Vydyborets, Yu.Yu. Derpak, Yu.Yu. Popovich

Algorithms of hemostatic therapy of hemophilia disease are presented.
The treatment is based on substitute therapy by blood clotting factors
and other hemostatic drugs. Schemes for calculation of the hemostatic
drug doses, intervals between the doses, and duration of treatment for
the most incident manifestations of the hemorrhagic syndrome are
presented. Protocols of hemophilia disease treatment in an outpatient
setting and in hospital are discussed.

Key words: hemophilia, hemostatic therapy, blood clotting factors,
treatment protocols, hemorrhagic syndrome.
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