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IIpedcmasieno ananis kiiniko-1abopamopuux nposisis, ocodnusocmetl nepebizy nabymoi anracmuunoi anemii (HAA) y dimeii, a
maxodc noxasano epexmuenicmo rixysanns 20 nayienmie. Bcmanosneno, wo natiepexmueniuum memooom sixyeanns HAA e
an02eHHA MPAHCNAAHMAYIS KICMK08020 MO3KY 610 pOOUnH020 ab0 HepOOUHH020 OOHOPA, HATIMEHI ePEeKMUBHUM MePanesmuy-
Hum nioxodom 0o rikysanns HAA ¢ nocunopomna mepanis. Ipoepamny imynocynpecusny mepaniio (ICT) ompumanu 14 xeopux.
Yacmumna nayienmis nio uac nepuwozo kypcy ICT ompumanu anmumumoyumapnuii imynozio0yiin Kpos, i — anmuiingouu-

dimeil nomepiu 1a Pinux emanax iikyeanis 6i0 2eMopazivhux ma impexuiinux yckaaonens; nicis opyzozo kypcy ICT nosumus-
ny 6i0noeidv docsiznymo y 75,0% dimeil, y 14,3% Odimeil, sikum 3acmocogysanacs ICT, unuxiu 6mopunii KI10HAIbHI 3aX60PI0-

sanns, 7,1% o0imeil 6uUABUIUCS pe3UCMeNMHUUMU 00 JIKYGAHHIL.

Kntouosi caoea: dimu, nabyma aniacmuuna anemisi, iMyHOCYNPecusHa mepanis, mpancnianmayis Kicmxogozo Mo3Ky.

Beryn

AH]IaCTI/I‘{Ha aneMmist (AA) — 11e HabyTe abo BPOIKEHE
MOPYIIEHHS T'€MOII0e3y, OCHOBHOIO O3HAKOIO SKOTIO
€ Jlerpecis KiCTKOBO-MO3KOBOTO KPOBOTBOPEHHSI BHACITOK
3aMillleHHsI KICTKOBOTO MO3KY KMPOBOIO TKAaHUHOIO Ta Mepu-
depuuna nanrurorenis. [Ipu AA crioctepiraetbest pemyKitis
ycix mapoctkiB remoroesy. Cepejl 3aXBOPIOBaHb IUTAYOTO
Biky AA — I0CUTb piJIKiCHE 3aXBOPIOBaHHS i3 4acTOTOIO
B Ykpaini 1-2 Bunazku Ha pik Ha 1 000 000 guTsiyoro Hace-
senns [1,8]. [umri aBTopu MOBiZIOMISAIOTE MTPO OJMH BUTIAZIOK
na 250 000 gireii, 0,2 ra 100 000 xiteii 1o 15 pokis [22]. Haii-
Ginbie xBopux Ha AA peectpyerbest Ha Jlamekomy Cxopi,
B Anonii, Tainanai [3,10]. Ilg natosoris crocrepiraerbest
B yCiX BIKOBUX Ipylax, IIpoTe 1l MK MpUIia/la€ Ha /iBi BiKOBI
rpymu — 10—25 pokiB i Bik 6;m3bko 60 pokis [10]. loBeneHo,
o Habyra ammactuana anemisi (HAA) mMoxke BUHUKATH T1ijl
BIJIMBOM JIESIKMX €K30reHHUX (haKTOpiB — ioHi3yrouya paji-
aris, Bibpaitii, okpeMi JIiKu, XiMiYHi pEYOBUHM Ta €HJOTEHHUX
— mopyteHHsT QYHKITT 32103 BHYTPIlTHBOI cekpertii (IIUTO-
BU/IHOI 3aJ103H, SIEYHNKIB), CHCTEMHI 3aXBOPIOBAHHS CITOJIYY-
HOI TKaHUHU, CTPeC, TpaBMu. Y Oiibiiocti mybuikaiiil onu-
CYETBCA 3B'I30K MiK PO3BUTKOM JIAaHOI ITATOJIOT] Ta BIipYCHUM
renarutoM (BI') abo irdikyBanHs iHITUMK BipycaMu, TAKUMU
SIK Bipyc TpocToro Tepreca, mapsBosipyc B19, muromeraso-
Bipyc, Bipyc Enmrreiin—Bapp, Bipyc kpacHyxu Touio a6o
iHImUMK iHpEKIIHHIMEI areHTaMu — TpuOKaMu, MikoOaKTe-
pistmu Ty6epKy o3y [4,5,10,13,14,17,24,34,38,41,42].

[lo 3HaunHOTO TMOJNINIIEHH pe3ybTaTiB JgikyBanusa HAA
y JiTeil Ipu3BeJIo 3aCTOCYBAHHA Y MUHYJIOMY CTOJITTI iHTEH-
cuBHoOi imyHocynpecusHoi Teparnii (ICT) ta anorennoi Tpanc-
mranTaiii Kictkooro Mo3ky (amo-TKM) — 3 10,0-20,0%
y 1960-ti poku, 40,0-50,0% y 1980—-90-1i poxu Tta mo 90,0%
Ha cy4yacHomy etari [13,19,21,27,28,29,36]. He BupinieHowo
npo6JeMOI0 3aTUIIAIOTLCS PE3UCTEHTHI (HopMU XBOPOOU
micyst epmux Kypeis [CT, ikyBanHs penuuBiB T2 PO3BUTOK
BTOPMHHUX KJIOHAJIBHUX 3axBopioBanb. Ano-TKM sacroco-
BYIOTb $IK TIE€pIIY JHIIO y Hali€eHTiB, siki MaioTh HLA-cymMic-
HOTO POJIMHHOTO JIOHOPA, 3 e(h)eKTUBHICTIO Ta JIOBIOTPUBAINM
sukuBanuam y 70,0-80,0% oci6. Ockiabku B abCcOMIOTHOI
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GLIBIIOCTI XBOPUX POAMHHOIO JOHOPA HEMAE, TO TEPaIi€lo
Bubopy € 3acrocyBanus ICT [21].

Taxum ynnom, mikyBannsg HAA y miteit 3amummaerbes ne
BUPIIIEHOIO TP06JIEMOIO, HE3BAXKAIOYN Ha MIPOTPeC Ha Cyda-
coomy erami. Ile 3ymoBiioe morpeGy y mnoramubiaeHoMy
BUBYEHHI KJIHIKO-TeMaTOJOrIUYHUX MOKA3HUKIB, mepediry
ta edekTrBHOCTI Teparii HAA.

Mu mporionyeMO 03HAHOMUTHCS i3 pe3yabTaTaMu JOCJTi-
mokenns 20 xsopux Ha HAA, s1xi o6cTeKyBaImcst, TKyBaIUCs
Ta CHOCTePiraaucs y BiJIiJIeHHI TeMaTOoJIOril Ta iIHTEHCUBHOT
ximioreparii K3 JIOP 3YC/IMII nonan 20 poxkis.

Memoro nanoi po6oTH CTaJI0 BUBYEHHS €Ti0J0Til, 0co0nu-
BOCTEl KJIHIUHOT KapTuHH, 1epebiry ta eeKTUBHOCTI JIKY-
Banus AA y xiteit.

Marepiaj i METOIM JOCITIAKEHHS

[IpoBeneHo aHai3 0cOGIMBOCTEN KIIHIKO-TaG0PATOPHUX
nposBiB Ta mepebiry AA y iTell, SKUM 1110 XBOPOOy BIIepIIe
JIIaTHOCTOBAHO Yy BIiIiJIEHHI TeMaToJioTii Ta iHTEeHCUBHOI
ximiorepanii K3 JIOP 3YC/IMII,. XBopi Gy.u Briepiie rocri-
TastizoBani y Bigaients 3 ucronazna 1993 p. 1o tpasust 2015 p.
KoHTpoJsib 32 BigjaJleHUMHU pe3yJbraTaMyi HMPUIUHEHO
1 mortoro 2016 poxy.

Jliarno3 HAA BcraHoB/OBaBcsI Ha TificTaBi KJiHiYHOL
KapTUHU, Jab0PaTOPHUX IOCTIIKEeHb: 3araJbHUIl aHasi3
KpOBIi, ceui, GioxiMiuHMiT aHaI3 KPOBi 3 BUSHAUYEHHSIM PiBHIB
3arajibHOTO OijKa, abOyMimy, Oinipybiny, anaHiHaMiHOTpaHC-
depasu (AJIT), acmapraraminorpancdepasu (ACT), rmoTa-
mintpancnentugasu (TTTID), myxnoi docharasu (JID),
3arasibHoi Jaktataeriaporenasu (JI/IT), cedoBunu, kpeatuniny,
€JIEKTPOJIITiB, TJTIOKO3H, KOAryJIOTPaMU; MEeTO/IiB Bi3yasrizartii:
pentrenorpadis opraHiB TPYAHOI KJIITKH, yJIbTPa3ByKOBe
nocaimxenas (Y3/1), 3a morpebu — KOMII'IOTEpHA TOMO-
rpapis (KT) rta/abo marmitTHo-pesoHarctHa Tomorpadis
(MPT) ronosu, opraniB rpyHoi KJITKH, YepeBa; MyHKIITHO1
Ta Tpenanobiorncii kicrkoBoro Mos3ky (KM). [liartos y Beix
AHAI30BaHUX XBOPUX OyB THATBEP/UKEHHUIT TiCTONOTIYHUM
nocaikentsay 6iontaty KM, ¥ yactuni sunazakis (13 oci6 —
65,0%) TpoBe/ieHO TIMTOTeHeTHYHE JIOCiIPKEHHS 3 BUBHAUEH-
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Tabruys 1

Kniniko-nabopaTopoHi oco6nmBocTi
obGcTeXxeHHs aiteii, xsopux Ha HAA

Moka3HMKM Ha yac giarHocTuku AA Ycboro (n=20)
Bik, mic. MefiaHa 130,00
MiHIMyM-MakcumMmyMm 15,00-210,00
TpuBanicTb MefiaHa 2,00
XBopobu, Mic. MiHIMyM-MakcumMyM 0,75-36,00
3aranbHa MefiaHa 54,00
TpMBachb MiHiMyM-MakcumMyM 0,20-273,00
KUTTSA, Mic.
3aranbHa MefiaHa 31,50
Tpméa.f"c-r.b MiHIMyM-MaKkcUMym 0,00-160,00
peMicii, mic.
Ieliko- MegiaHa 2,20
uutw, I/n MiHIMyM-MakcumMyM 0,30-5,70
[paHy- MefiaHa 0,45
nouuTn, I/n MiHIMyM-MakcumMyM 0,00-1,10
EpVITpOLlVITVI, Me,uiaHa 1 ,76
T/n MiHIMyM-MakcumyMm 0,86-3,02
Femorno6iH, MejjaHa 55,5
rn MiHIMyM-MakcumMyM 32,00-97,00
TpomGouuTy, MejjaHa 7,50
I/n MiHIMyM-MakcumMyM 0,00-51,00
3aniso MefiaHa 36,00
CMpo.BaTKM MiHIMyM-MakcumMyMm 19,00-54,00
KpoBi, MKMOnb/M
3aranbHuii MefiaHa 9,35
3'&%_16;7:}] MiHIMyM-MakcumMyM 3,30-85,00
MefiaHa 17,50
AJIT, MO/n MiHIMyM-MakcumMyM 1,60-1386,00
MefiaHa 27,00
ACT, MOin MiHiMyM-MakcumMyM 12,00-1200,00
MefiaHa 318,00
NAr, Mo/n MiHIMyM-MakcumMmyMm 18,00-522,00
EpuTpopsg MefiaHa 9,50
EZ:;‘;I?(:/ZO MiHIMyM-MakcumMyM 0,00-38,00
Bnactn MefiaHa 1,14
:/:‘;;';‘;f‘? MiHiMyM-MakcumMyM 0,55-5,00
TNMimdpouutn MefiaHa 29,20
Ez;x?;oro MiHIMyM-MakcumMyMm 0,00-90,00
[paHynouuTyn MefjiaHa 23,50
EZ:;‘;I?(:/ZO MiHIMyM-MakcumMyM 0,00-67,00
MoHouuTtu MefiaHa 1,00
KICTKOB(:FO MiHIMyM-MakcumMyM 0,00-14,00
MO3KY, %
MnasmaTnyHi MefiaHa 1,00
KNITUHA
KicTkoBOro MiHIMyM-MakcumMyMm 0,00-2,80
MO3KY, %

HaM Kapiotuiry Ta MetogoM FISH s Buksiouenns murore-
HeTHYHUX nopyienb. [IpoBoauniocs pedepentre gociaKen-
s y Pedepentniii maboparopii HIACKJI «OXMATIANT»
(M. KuiB). ¥ BakKUX MiarHOCTMYHUX BUTA/IKaX BUKOHYBAJO-
¢ HesaJleXKHe eKCIIepTHEe JOCT/DKeHH:A y Kiinikax [Taurii,
Himeuuwnu, [Mosbmi. Cratuctuuna oOpoOKa pesyJibrariB
BHUKOHYBAJacd 3a JONOMOTOI0 IaKeTy Iporpam Statistica
forWindows 8.0 (Statsoft, USA). @yukuia Gesnoxiitnoro
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BuwkuBanHs EFS-event-free survival pospaxosana meromom
Kanmran—Maiiepa. IlopiBHSHHS BUKMBaHHS y Tpymax —
3a gomomoroio kputepito Kokca (Cox's-F-test). [Ipn anamisi
Gesnoziitnoro Buxusatus (EFS) B sikocti nogil npuiiHsiTi:
BiJICYTHICTb peMicii, TOBHOI Ta YaCTKOBOI, IiCJIsl iIMyHOCYIIpe-
cusnoi Tepanii (ICT) I-oi Ta Il-oi miniii, cMepTh XBOpOTO,
PO3BUTOK BTOPMHHOTO KJIOHATBHOTO 3aXBOPIOBAHHS. Y BCiX
XBOPUX /IIarHOCTHKA BKJIIOYAJIa IUTOJIOTIUHE Ta TiCTOJIOTIUHe
JIOCJIIJIKEHHST KICTKOBOTO MO3KY.

PesyabraTu ZOCHIIZKEHHS Ta iX 00rOBOPEHHS

3rirno 3 kpurepisimu xiaacudikanii [17] meBakky HAA
Bcranosreno y 2 (10,0%) miteit, a y perntu 90,0% — Baskky HAA.

VY Giabmiocti obcTekeHnx AiTell B aHaMHe3l XxBopoba
po3BUBaIacs TOCTYIOBO, /0 TOCIITasi3alii B cepefHbOMY
TpuBaia asa micaii (konusannsa 0,75-36,0). Y 45,0% obcre-
skeHnx (9 ocib) mepir CUMIITOME 3aXBOPIOBAHHST 3'SIBJISLIUCS
He paHille OJHOTO MicsIs [0 BCTAHOBJEHHS JiarHO3Yy.
B obcrexyBaniii rpyrii iBYaTOK Ta XJIOIMYUKIB OYJI0 MOPIBHY —
mo 10 oci6. IlepeBaskanu xBopi Bikom crapme 3a 6
ta mouozire 32 15 pokis (70,0%). ITo Tpu autunu (15,0%)
OyJin y BIKOBUX TPyIax MOJIO/IIe 32 6 pokis Ta micist 15 pokis
(tabm. 1).

Buiicts mKipHUX HOKPUBIB BiI3HAYEHO B yciX obcTeskKe-
nux — 20 (100,0%) zpiteii. Y 6 (30,0%) xBopux AA nepeysa-
Jla KJIiHIKa TOCTPOTO PECHipaTOPHOTO 3aXBOPIOBAHHS, OHii
JMIMTHHI TIaTHOCTYBAJIN KAILIIOK, Ie y OfHI€ET MiBUmHKN AA
nepejyBasia anrina. Y Ouaburocti namientis — 16 (80,0%) —
BiZI3HAYEHO CKAPTU HA MOTIPIIEHHsT CAMOTIOIYTTSI, 3AITaMOPO-
YeHHSI, 3arajibHy cJabKiCTh, MBU/KY BTOMJIIOBaHICTh. [TifBu-
MIEHHST TEMIIEPATYPH Tijla HA Yac BCTAHOBJICHHS /IlarHO3Y Bijl-
miueHo B 11 (55,0%) oci6. ¥V 40,0% nauienris 3adikcoBaHo
reMopariuii BUCUIIaHHS Ha MIKIipi Ta BUANMKX CAU30BUX 000-
sonkax. [puuomy y 4 (20,0%) oci6 remopariuna BucHIIKA
OJTHOUACHO IOEIHYBAJACS i3 KPOBOTEUEIO 3 HOCA Ta Y JIBOX
HNAIIEHTIB — 31 HJIYHKOBO-KHUIIKOBOTO TPAKTY.

V¥ 9 (45,0%) miteii xBopoba nebroTyBaia KIiHIKOW rema-
TUTY, y TphoX (15,0%) i3 HUX BUSIBJIEHO TIO3UTHBHI MapKepu
Bipycuoro rematuty (BI) A, y ommoro (5,0%) — BI' B.
VY tprox (15,0%) nmamienTis He imenTnhikoBaHo Bipyc remaTu-
Ty 1npu ioro kiiHiuHuxX nposiBax. Ilpm nposenenni
CKPUHIHIOBUX OOCTEKEHb BUSIBJIEHO IO OJHOMY BHIAJKY
kombGiHaiii mapkepis BI' Ai B ta BT B i C. Pisenb 3arajibHo-
ro 6iipy6iHy KosuBaBest B Mexkax 3,3—85,0 MKMOJIb,/ 1 (Mejtia-
na 9,35). Ileuinkosi dhepmentn BuzHauasmcst B Mexax: AJIT —
1,6-1386,0 MO/n (meniana 17,5), ACT — 2,0-1200,0 MO/xn
(memiana 27,0). Iloxazamk JI/II' y cepemnbomy cTaHOBUB
318,0 MO/ (konmmBants 18,0-522,0).

[Ipu 1epBUHHOMY OOGCTEKEHHI BUSABJAEHO iH(pIKyBaHHSA
mapsoBipycom B19 ta nuromeramnosipycom (CMV), sike manu
TI0 JIBOE [IiTel, a B ofHiel XxBopoi — Emmreitn—bapp Bipycom
(EBV). Y 45,0% miteii He 3HaiiIeHO €TiOMOTIIHOTO YNHHIKA AA.

VY usepri (5 oci6) miteil npoBopusiacs audepeHiiaibHa
nmiarnoctuka wmixk HAA Ta rimomnactuyHuMm BapiaHTOM
mierogucniactuanoro cuagpomy (M/C). ¥V nBox miteit
JOCJIKEeHHs KpiM pedepenTHOT Jtabopatopii (M. Kuis) npo-
Bopusmcst Takok y [lombug (M. Kpakis, M. Jlro6uin, M. Bap-
1aBa) i BKIIOYa I MUTOTeHeTHYHNiT aHami3 (puc. 1).

Y opniei xBopoi mpoBoaunacs audepeHIiaTpHa TiarHoc-
tuka Misxk HAA, anemiero Dankoni ta M/C [18]. Oxpim
MPOSBIB TiMnorasii KicCTKOBO-MO3KOBOTO KPOBOTBOPEHHS
B aHaMHe3i y Billi 5 Mic. orlepoBaHa BPOJ/IKEHA Bajla cepiist —
mepuMeMOpaHo3Hmil eeKT MisKIepecepaAHol TepeIiIKi,
BUSIBJICHO aHOMaJibHi jedopMallii BeJMKUX MablliB 060X
crorr, 3a pesyabsratamu MPT rosnosu — GinmarepanbHy Tino-
17123110 POTiB rilIOKaMILy, 03HAKHM 3HMKEHHS 1HTEJIeKTYaIbHO-
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AOETOTPHEATIA

Pue.1. Po3nofin xBopux Ha HabyTy annacTu4Hy aHeMito

TO PO3BUTKY. Y AWTWHU BCTAHOBJIEHO 3MiHEHUH KapiOTHIL:
45X-X[3]/46,XX][18]. [liBumnaka koucyJabroBana B Itasii
(M. MoHna), /e UTOreHeTHYHe JOCJIPKEHHS Ta 3aCTOCY-
Banus meroxy FISH suksmiounin M/IC, a DEB (diepoxybu-
tane)-trect — anemito @anxoni. [if ycmimmo mnposegeno
nBa kypeu ICT.

AHeMiUHWI CUHIPOM KOHCTATOBAaHO B YCiX XBOPUX,
piBenb remorio6iny (Hb) 6ys wumskumm, mixx 100,0 r/ux,
npuuomy y 13 oci6 Hb 6ys menumim 3a 50,0 r/a. Yucso epu-
tporutie  <2,0 Tepa wna aitp (T/n) xkoHcTaToBaHO
y 12 (60,0%) Bunazakax, y peurru 40% oci6 — KonmBajiocs Bij
2,01 T/n no 3,02 T/n. Cepenniii nokasuuk Hb cramosus
55,5 t/n (xommBanus 32,0-97,0 r/m) Ta epUTPOINTIB —
1,76 T/n (xonmBanus 0,86—-3,02). 3HayeHHSI CMPOBATKOBOIO
3as1i3a Ha yac giarHoctuku Oyo y meskax 19,0—54,0 MkMoJib/ 1t
(memiana 36,0). Haiisuie itoro snadensst (54,0 MKMOJIb/J1)
BUSIBJIEHO Y II'SITMPIYHOI TMAIIEHTKH, SKa /[0 TOCIiTasisaiii
y Halle Bij/[iJIEHHsT OTPUMYyBaJa 4YMCJAeHHI reMoTpaHcdysii
3 IIPUBOJLY BaXKKOI aHeMil.

KimbkicTp meiixonuriB kommBanacs Big 0,3 I')/a (Tira na
aitp) mo 3,7 T/n (meniana 2,2). Yucao tpombouutie 6yJio
B mMesxax Big 0,0 T/m mo 51,0 T/a (mexpiana 7,5). Menmy 3a
20,0 T'/a xizbkicth TpomMbouuTiB criocrepiranu y 14 (70,0%)
xBopux, y pemrru 6 (30,0%) xiTeil iX piBeHb CTAHOBHB MTOHA]
20,0 T/n (taba. 1, 2).

IMoro pocaijpKkyBaHux HaMM TIAIIEHTIB 3aCTOCOBYBAIUCS
Tpu pisni Meroau sikyBanns — ICT, TKM, nocunapomua tepa-
mist, Tomy pesyasratu ICT ysarampreno. JlikyBanus 371ilicHIO-
BaJIOCST HACTYITHUM YMHOM: y OHOTO XBoporo (5,0%) Tepartist
crapryBaia BUKoHaHHsIM anoreHHoi TKM Bix HLA-cymicHOTO
pojmHHOTrO sIoHopa cubuinra B ymoax entpy TKM H/ICKJI
«OXMATAUT> (m. Kuis) (puc. 1). [TartienT nepebysac y K-
HiKo-TeMartosoTiugiil pemicii. Tppom (15,0%) mpoBoanmacs
MOCUHIPOMHA Tepaltist (IPe/IHI30/I0H, peTaboIisI, 3aMiCHa Tepa-
il KOMIIOHEHTaMK KPOBi, aHTHOAKTepialbHa, TeMOCTaTHYHA
Teparist). Yci XBopi, SIKi OTPUMYBaJIN TIOCMH/IPOMHY Tepartiio,
nomepsn. Opwiit (5,0%) AUTHHI 3aCTOCOBAHO MOHOTEPAIIIIO
IIMKJIOCIIOPUHOM, OATHKM OJHOTO XBOPOTO BiMOBUJIMCA Bij
HOAJIBIIOrO 00CTEKEHHS Ta JIKyBaHHs. Pelira [BOE XBOPHX
BUOYJIN 3-T1i/1 CIIOCTEPEKEHHSI 32 BIKOM.
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Tabuys 2
AHani3 oKkpeMux KJiHiKO-reMaTosoriyHux
NOKa3HUKIB y xBopux Ha HAA

Ycboro (n=20)

MokKa3HuK o
n %
CraTe Xonynkm 10 50,0
[LisyaTa 10 50,0
<6,0 3 15,0
Bik, poku 26,0 < 15,0 14 70,0
2150 3 15,0
Jlenko- <20 8 40,0
untu, I'n 220 12 60,0
r <0,2 5 250
paHyrio- >0,2<0,5 6 30,0
yyru, Fn 205 9 45,0
FeMo- <50,0 13 65,0
FOGiH, r/n 250,0<100,0 7 35,0
Tpombo- <20,0 14 70,0
utw, I'n 220,0 6 30,0
A 3 15,0
B 2 10,0
C - -
Kom- | A+B+ 1 50
6iHo-
Fenatut sanmi | B+C+ 1 5,0
He igeHTn-
dikoBaHO
3 03HaKaMu 3 15,0
renatuty
Mapso-
Bipyc B19 2 10,0
Lro- 2 10,0
MeranoBipyc '
EI'ILIJTEI./IH— 1 50
Bapp Bipyc
He
BUSHAYEHO 9 450
eTionoriyHun
YMHHUK
BTopuHHI MI 1 5,0
KroHamnbHi
3axBo- MHr 1 5,0
proBaHHSA
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Uepes obMexeHe Jep:kaBHe MaTepiajibHe 3a0e3IedeHHs
IeHTPy Ta TpuBasy odilliifHy MpoIeaypy Hepepo3noIiay
BUICOKOBApTICHUX MEIMKAMEHTIB, HaM He BIaBaJIOCS CBO€YaA-
CHO Ta B MOBHOMY 00Cs3i 3a0€31eYnTH MAI[EHTIB IMyHOC-
yVIPEeCUBHUMU MeJuKamMeHTaMu. JIikyBaHHS 3/iliCHIOBATIOCS
3a mpotokosoM SSA 94 14 ocobam, Xo4a i1 3 TEBHUMH BiIXH-
JIEHHSIMU Bijl cTanzapty. IMyHOCYTIpecuBHa Tepartist IpOBOIH-
Jacd PIBHUMU TIpernapaTaMiu, 3aJeKHO Bin 3abesledeHHs,
TOMY 11 pe3yJibTaTil y3arajibHeHo. HacTuHa naiieHTiB mij yac
nepioro kypey ICT orpumany aHTUTUMOIUTAPHUI iMyHO-
0Oy KPoJis, iHI — aHTHAiM(OIUTAPHII IMyHOTTIO0Y-
JiH KiHcbkuil. KibKicTh BBeIeHUX /103 IMYHOTI00YIiHY Pi3-
HUM XBOPHUM KoJsinBasacst Bij 5 1o 11. Y 8-mu jireii nepiiomy
BBEJIEHHIO IMYHOTJIOOYIiHyY mepeayBaB 1,5-micsauuii (KO-
Bannst 1-2,5) kypc ICT kombinari€ro e mpeHi3onoHy Ta
nukyoctiopuny (CsA).

Y 11-tu (78,6%) i3 14-T miTeil POBOAMBCS TIEPIIUI
kypce ICT, axuii BKJIIOYAB aHTUTUMOIUTAPHUI TIOGYIiH
(ATT) (xincekuil) i3 cepefiHbOIO KiMbKicTiO iHMY3iiT Ne§,1
(xommBamms 5—11 BBeeHb) Ha Kype + METHIIEPEHI30I0H +
CsA. 3 HUX y KJIIHIKO-TeMaToJIOTiuHiil peMicii mics nepuoro
kypey ICT nepebysaiors 4 (28,6%) aireil Biipogossxk 160, 115,
110 Ta 6 Mic. BizmoBiaHO.

JBoMm xyromumkaMm i3 wmi€i rpynu micas Hee)eKTUBHOTO
nepmoro kypcy ICT naBiui Buxkonano B Itanii anmo-TKM
Bin pomunnoro HLA-inentuuroro cubiiraa. Ocranus TKM
BUSIBUJIACh YCIIIIHOW, AiTH T1epe0yBaloTh y TpuUBadill Kii-
HiKO-TeMaToJIoTiuHiil pemicii Brupogosx 147 Ta 160 wmic.
BIZITIOBIZTHO.

Y 2 (14,3%) niteit micaist nepioro kypey ICT sadikcosa-
HO BTOPUHHI KJIOHAJIbHI 3aXBOPIOBAHHS. Y XJIOIUYMKA 4Yepes
84 wic. KJiHIKO-TeMaToNIOTiuHOi peMicii Tmic/s 3aBepiieHHs
ICT possunysest M/IC i3 nauiikom 6actis i3 Tpancdop-
MAIli€I0 Y BTOPUHHY TOCTpy Mienoinny sieiikemiio (I'MJI), sky
3adikcoBano y Bimi 18 pokis. Ha xamb, xBopuii HeB10B3i ToMep
BiJl TIporpecyBaHHs Jielikemii. ¥ iHIIOI XBopoi yepe3 36 Mic.
3 4acy NepBUHHOI iarHOCTUKU A A TTic/Isi KOPOTKOYACHOT map-
miaspHOi pemicii 12 mic. Ha ¢oni TpuBasoi Biaminu CsA 3ape-
€CTPOBAHO MAPOKCU3MATbHY HiuHYy remMornobimypiio (ITHT).
Jutuwy BpsitoBaHo y KiiHim M. TamOypra 3aBasgku mpose-
nennio TKM Bix HepoauuHOTO 1oHOpa y TpasHi 2011 p.

Y Tpbox miteit 3actocoByBaBcs meprii kype 1CT, skwmit
Briouas kposstanii ATT B kimbkocTi Ne6,7 (kommBarms 5—8)
indysiit + merunnepennizoson + CsA. I3 miel xoroprtu
y OIHOTO XBOPOTo 30epiracThest pesuctenTHa HAA 10 aBox
kypciB ICT. Bin nponosskye orpumyBatt CSA, yTPUMYEThCS
reMoTpaHcdysiifHa 3amexHicTb. [OTYETbCA /0 BUKOHAHHS
ano-TKM Bix uepoauunoro HLA-igenTuunoro monopa
y M. JIio6uini, [osbiia.

Tpoe (21,4%) ocib, sixi orpumanu apyruii kype ICT i3
3acrocyBanaam ATT kpossgdoro B kisbprocti Ne6,3 (miamazon
5-9), nepebyBaroTh y OBHIl KJIiHIKO-TeMaToIoriuHiil pemicii
44,108, 117 mic. BianosijgHo. 3anexHicTb Bij remoTpaHcdy-
3iit yrpumyBasacs 7,6 mic. (kosmBanus 6-9).

Ha 1aii ICT 3adixkcoBano nBa (14,2%) eTanbHi BUIAIKN
BiJl TeMOparidHo-CeNTHYHUX YyCKJIaJHeHb. 3arajoM y 11
(78,6%) xBopux xombOinosaue sikyBauusi (ICT, y nesikux y
noennanti 3 ano-TKM) BusiBuiiocst epekTUBHIM, He3BaKATO-
uyn Ha BUIe3srazani Moaumdikarnii. HagswicTts 3MineHnoro
kapiotumy y oxmiei xBopoi (45X-X[3]/46,xx[18]) Takox He
3HM3MIA e(heKTUBHOCTI Tepalii.

KymysisiTHBHUIT Bi/ICOTOK 3arajibHOTO BUKUBAHHS (PU3UK
CMepTi) 3a yBech Mepiojl CIOCTEPEKEHH, He3BaKAI0YHN Ha THIIT
Teparii (BkmoueHo 1Ba Kypen ITC Ta XBopux, IKnM Iposejie-
Ho ano-TKM), cranosus 60,0% (puc. 2). /lianason TpuBaio-
cri skurtst cranopuB 0,2-273,0 mic. (mexmiana 54,0), TpuBa-
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Puc.2. 3aranbHe KyMynaTMBHE BUXKUBAHHA XBOpMX Ha HAA
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Puc.3. besnoginHe BMXKMBaHHA XBOpuX Ha HAA, ski oTpumMyBanu
nepwwuii Kypc ICT. Kpuei Kannan—NMeiiepa
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Puc.4. be3nopinHe BMKNBaHHA XBOPUX Ha HAA, aki oTpumyBanu
ICT ta TKM. Kpusi Kannan—Meiiepa, p=0,51, kputepini Kokca

micth pemicii kosmBasmacsa B Meskax 0,0—-160,0 mic. (memiana
31,5 mic.).

[TokaszHuk 6e3MoAIHOrO BUKMBAHHS [IPU 3aCTOCYBAHHI
nporokosbhoi ICT mepoi ainii 6ys 41,0% (puc. 3).

Besmopiiine BukUBaHHS Y /iTEH, MIOAO SIKUX 3aCTOCOBY-
Basacs Tibku ICT (KomiuiekcHo), Bignosizano 0,51. Yei gitn
(100,0%), sixim Bukonarno TKM, He3Bakaioun Ha eTar JiKy-
BaHHs, IepebyBaloTh y peMicii (puc. 4).
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Puce.5. besnofiiHe BuXnBaHHA XBopux Ha HAA, aki oTpumyBanu
ICT, 3anexHo Big 4ucna rpaHynoumtis. Kpusi Kannan—NMeiiepa,
p=0,029, kpuTepiii Kokca
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Puc.6. besnopiitHe BMXnBaHHS XxBopux Ha HAA, siki oTpumyBanu
ICT, 3anexHo Big piBHa remorno6iHy. Kpusi KannaH—Meiiepa,
p=0,05, kpuTepin Kokca
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Pue.7. be3nogiiHe BUXMBaHHA XBOpuX Ha HAA, ski oTpumyBanu
ICT, 3anexHo Big 4ucna TpombouuTiB. Kpuei KannaH—Meiiepa,
p=0,047, kputepiii Kokca

3HauHo ripmmM BusgBUBcs okasuuk EFS y miteidt i3 inb-
kicrio sefikorutis Mente 2,0 I'/i1, nix y rpymi 3 jefikonnra-
mu Gigbiie 2,0 T/ (0,30 nporu 0,62, p=0,20). Beranosieto,
1m0 6e3moIiiiHe BU;KUBAHHS OYJI0 BIPOTIAHO HIKYMM Y TPYII
niTeil i3 yrcyom rpanysoruTie Menire 0,5 I'/y1 npoTu BUKM-
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BaHHSI Y XBOPHX, rpaHysoiuru sskux Oy Bummmu 0,5 T/
(32,0% mipotn 68,0%, p=0,029) (puc. 5). CyTTeBO Bifpis3HsIM-
Cs TIOKa3HWKW BYDKWBAHHS Y XJIOMYWKIB TOPIBHSHO 3 [IiB-
garkamu (38,1% i 66,7% sinmosigno, p=0,17). Tpusamictn
6e3MoIIiHOr0 BUKMBAHHS OyJia MEHIIOIO y JiTell i3 piBHEM
remorio6iny menie 50,0 r/J1 MOPIBHAHO 3 0cobaMu 3 pPiBHEM
remoruiobiny Gisnbine 50,0 /1 (25,0% nporu 62,2%, p=0,05)
(puc. 6). Bizgnaueno TeHieH1Ii0 /10 Kpamux nokazuukis EFS
y xBopux Ha AA, mostoziiux 3a 10 poxiB, MOPiBHSIHO 3 TPYIIOIO
xBopux, crapumx 3a 10 pokie (56,3% nporu 40,0%, p=0,21).
Xoua He MiATBepAKEHO CTATUCTHYHOI PI3HUIN MixkK Oe31mo1iii-
HUM BIJKMBAHHAM Yy JITeH 3a/esKHO Bijl iHil[iaJbHOTO YnCcIa
JIEWKOIIMTIB, MPOTE MOKa3HUK OYB MOMITHO HUKYUM B OCI6
i3 umcsiom Tpombormtie menmre 20,0 T/x (45,0% uporu
66,7%, p=0,47) (puc. 7).

HMuckycis

HabyTa ansactuuna anemiss — J0BOJI PiAKiCHE 3aXBOPIO-
BAHHS IUTSYOTO BIKY i, 3 JIITePaTypPHUMHU JaHWMH, 3yCTpida-
€Thbes y CBITI 3 wacToTomo Bix 2 0 10 Bumazkis va 1 000 000
nuTsayoro Hacesenus B pik [1,7,8,22,23]. Benuka kinbkicTh
JTOCJIITHUKIB BifidHAvaoTh, Mo y KpaiHax /lamexoro Cxomy
3axBopioBaHicTh Ha AA y 2—-3 pasm BUIIA, Hi’K y KpaiHax
€sporn [4,5,7]. 3a manumu psiay my6orikarniil, 3a ocTanHi
JECSATUIIITTS. YacTOTa 3aXBOPIOBAHHS JIENIO 301IbIINIIACS.
Pociticpki mocmiHIKY MOBIOMISIOTH PO 3POCTAHHS YacTO-
1 AA B IpryTchKiii o6sacti 3 2—3 Bumnazkis 1o 6 wa 780 000
JIUTSY0ro HaceseHH: [3]. Inii Bueni Takoi TenzieHIil He BUs-
B [14]. IcuyioTb moBizioMJIeHHST PO BiKOBY CTPYKTYPY
xBopobu. OJIHi aBTOPH MMOBIIOMJISIIOTH, 1I0 1€ 3aXBOPIOBAHHSI
mepeBakHO 1e6T0TYE Y Bitti 5—14 pokis, 3pizka y aiTeit MOToI-
moro Biky [4]. Tnmmi gocaiinuku criocrepiranu mik AA 'y 1Box
BikoBuX Tpymax — 10-25 pokis i 6;msbko 60 pokis [9,10].
Psii roctiinukiB cTBepIzKy0Th, 1110 50,0% Bumaakis AA mpu-
najae Ha miaiTkis [16,28,31]. Cepen o6cTexkeHUX HAMU XBO-
pUX TlepeBaKaJu [T, CTApIIi BiJ{ MIECTH Ta MOJOJII BiJ
m'arnaangatu pokis (70,0%). Hamu 3apeectpoBano AA
Y XJIOTUUKIB Ta [AiBYATOK y criBBignomenHi 1:1, mo Bianosi-
A€ TAHUM PSILY JITEepaTypHux mKepern [3,5,22].

AITacTHYHA aHEMis XapaKTePU3YEThCS 3HAUHUM 3HUIKCH-
HAM KiCTKOBO-MO3KOBOTO KPOBOTBOPEHHS, 1110 CHPUYUHSIE
nedinuT KITUH epUTPOiTHOT0, HEHTPOdIIBHOTO Ta TPOM-
GorurapHoro napoctkis [14]. Came Taki 3miHu GyJ0 Hamu
Bepr(iKOBAHO NPU IMTOJOTIYHOMY Ta TiCTOJOTIYHOMY JIO-
CJTJPKEHH] KicTKOBOTrO MO3Ky XBopux. Cepejt HAllINX NaIli€HTiB
nepeBaxkanmu AiTH 3 BaxkkuMu dopmamu AA (90,0%), 1o
BignoBigae nanuMm daxoBux nybsikamiii [3,4,5,27,40]. Hamu
BCTAHOBJIEHO, 10 Y GLIBIIOCTI JOCTI/KYBAHIX XBOPUX Yaco-
BUH MPOMIKOK BiJl TEPIINX KAIHIYHUX MPOSABIB XBOPOOH 10
PO3TOPHYTOI KJIIHIYHOI KAPTUHU B CePeIHbOMY CTAHOBUB /IBA
micsri (riamazon 0,75—-360 micsiis).

3riguo 3 miteparypuumu manumu, y 80,0% xBopux
Ha HAA He BjacTbCsd BU3HAUUTU €TIOJNOTIYHUN YUHHUK
3axBopioBanus | 14,38]. Onucano, mo HAA mozxe po3Buny-
THCS TICJISA MePEeHeceHoro BipyCHOIO TrelaTUTy Y iHIIOTO
BipycHoro 3axBoptoBanusi [13,14,24,38,41]. Hame npoci-
JUKEHHs CBifunTD, 1o y nosioBunu mnaiientis HAA 3apeec-
TPOBaHa MicJis nepeHeceHoro BipycHoro renatuty (15,0% —
remartuty A, 10,0% — rematury B, 5,0% — xom6iHOBaHOTO
A+B, 5,0% — xombinosanoro renarury B+C). Psj BueHux
noBioMIsAI0TE, o y 5,0-10,0% xBopux i3 kiiHiyHOIO Kap-
THUHOIO TeNaTUTy He BHAEThCs iMeHTUbIKyBaTH 30YIHUK
[1,3,6,14,24,38,41]. ¥ nepeBaxHoi GibIIOCTI HAIIMX XBOPUX
MAHIUTOTIEHIs peecTpyBaiacs yepe3 1-9 TwxkHiB (Makcu-
MaJbHO — 6 Mic1iB) micis nepeneceHoro remaruty. Hamum
BCTaHOBJIEHO, 10 y 5,0% marienTiB xBopoba mebioTyBasa
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micag EBV, a y 10, % xBopux Busznavanucs mnosutushi 1gG
mo CMV Tta mapsosipycy B19.

Ynockonanenns [CT mo3Boamiao mokpamuTy pe3yasTaTi
aikyBanusg HAA [1,7,13,19,27,28,31,36]. Edexrusnicts Tepa-
il HacaMIIepes 3aIeXKUTh BiJl BasKKOCTI XBOPOOU i MOJKJIMBO-
cTi peanizanii Ha paHHiX eramax nepebiry HAA mporpamu
kombinosaroi ICT abo TKM [9,15,20,27,30,32]. Ilpore
He 3apxau [CT nounnanacs y nepiri Micsii micias BCTaHo-
BJICHHA JliarHO3Y. 3aKyIIiBJIsA MEIUKAMEHTIB MepIINM XBOPUM
i3 HAA BizmGyBasacst 3a Kot 6aThbKiB i 9aCTKOBO 3a CIIOHCOP-
ChbKi KolITH, a Hagax 3abesneudyBasiacs 3 pesepsis HAMH
Vkpainu ta 61o1pkery. Y 3B's13Ky 3 HU3bKUM PiBHEM 3aXBOPIO-
Banocti HAA, npenaparu i ii J1ikyBaHHs 30€piraloThes 1eH-
TPAJII30BaHO, 3 HOAAJIBIITIM IIEPEPO3IIO/IITIOM 32 MiCIIeM BUMO-
TM, /I KOHKpeTHOTo XBoporo. IIpomenypa oTpumanHs
HeOOXIZIHYX JIKIB € JIOBrOTPUBAJION, L0 HE CIIPUSIE TIOJIIIIECH-
HIO pe3yJibTaTiB JiKyBaHH:. JIiKyBaHHS PO3IIOUUHAIIOCS HASB-
HUMU Ha MOMeHT Bepudikarii miarmozy mpenapatamu. Ha
JKaJlb, y OLIBINOCTI 0CI6 Ha TIEPIINX eTanax JiKyBaHHs BUKOPH-
CTOBYBAJICA IVIIOKOKOPTUKOIAN. Bisomo, 1110 TpuBase 3actoc-
YBaHHS TJIIOKOKOPTUKOI/IIB CYIPOBO/KYETHCS PO3BUTKOM
BKKNX YCKJIA/IHEHb, SIK KYIIMHTOITHUI CUHIPOM, apTepiajib-
Ha rifepreHsisi, crepoigHuil aiabeT, 0CTEOInopos, acenTUyHi
HEKPO3HU KiCTOK, BUPA3KOBE YPaskeHH: IIIyHKOBO-KUIIKOBOTO
TPaKTY TOIIO 32 BiJICYTHOCTi CTIHKOTO TepareBTUYHOro edhek-
Ty [2,4]. TpuBanuit arpanyonuTo3 y KOMILIEKCI 3 TIIIOKOKOP-
THUKOI/JaMH, 3a3BMYaii, MPU3BOJAUB /IO PO3BUTKY BaXKHUX
iH(DeKIIITHUX YCKIaIHEeHDb, SKi CTBOPIOBATM HECIPUSTINBI
YMOBHU /IS TIOYATKY 1HTEHCUBHOI IMYHOCYTIPECUBHOI Tepaiii,
110 TAKOK MaJIO BILJIUB Ha ii e(eKTUBHICTb.

Ak cBiguaTh pe3ysbTaTH HAIOTO aHAJI3y, MEPIINil Kypc
ICT 6yB edexruBanm sutre y 35,7% XBOPHX, a MICJIsT APYTO-
ro kypcy ICT mosutusHoro edexrty mocaruyto y 75,0%
MarienTiB. 3arajgbHe KyMYJISITUBHE BUKUBaHHSA fiTelt i3 HAA
BIPOMOBXK 273 Mic. HAIIOTO CIOCTEePesKeHHsI CTAHOBUTH
60,0%, 1o BiANOBiZa€ MaHUM MPOBIAHUX E€BPONEHCHKIX
nentpiB. lle 3HayHUII MOCTYN MEAWIIMHU, OCKIJIbKHU, 3TiTHO
3 JIOCJI/KEHHSAMU CEeMU/IeCATHX POKiB, BUKUBAJIN JIUIIE
25,0-30,0% xBOpMX BIPOAOBXK IBOX POKiB, a B 1epri 6 mic.
[IOJIOBMHA JliTeil IoMupaau BiJi Pi3HUX YCKJIQJHEHDb
[11,12,21,37]. TpertnHa HalmmxX XBOPUX IOMEPJIHM Ha Pi3HUX
eranax JiikyBaHHg. OCHOBHOIO HPUYMHOIO CMEPTi CTaJIN
daTanpHi TeMOpariuHi Ta CENTUYHI YCKIATHEHHS, a B OTHOTO
XBOPOTO — TIPOTPECYBAaHHS BTOPUHHOTO KJIOHAJTBHOTO 3a-
XBODIOBaHHsI, 110 306ira€TbCsi 3 OCHOBHUME IIPUYUHAMU
JIETAJILHOCTI, OMTMCAaHUMU Y JIiTepaTypHUX JKepesax [25,33].

Hamu BusiBieno, mo nokasuuk EFS 6ys menmmm y gireii
i3 AA i3 mepBurHNM YrciaoM rpanymoruTis 0,5 T/m — 32,0%
nporu 68,0%, rpaHyIonUTH SIKUX OyJid BUIMMH, Ta JiTeil i3
AHEMIEI0 BAXKKOTO CTYIEHsI 3 PiBHEM TreMOIJIOOIHY MeHIie
50,0 r/a, mo migTBepaKyOTh psia mybaikaiiii [17,21]. 3'acy-
Bajiocs, mo 4nucao Tpomborutis mennre 20,0 T'/n tenpen-
wiiiHo € HecnpusttiuBuM ynHHuKoM. Yoshida N. et al. (2014)
MpeICTAaBUIN Kpallli pPe3yJbraTu y [itel i3 AA, Mosoamux
3a 10 pokis [16]. ¥V Husui gociimkeds ripmum Gyio
BIJKMBAHHS Y XJIONUUKIB TMOPIBHSAHO 3 jiBuaTkamu [11].
Cx03i TeHIeHIi] BCTAHOBJIEHO I HAMMU.
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Psj aBTOpiB cTBEpIKYOTH, 10 Y 5,0—30,0% mnariienTis,
xBopux nHa HAA, micns nposenenns [CT icuye Bucoxmii
PU3HK PO3BUTKY KJIOHAJILHUX 3aXBOPIOBAHb, TAKUX SIK Mi€JIO-
mucnactnannii cungapom (MJIC), roctpa mienoinna Jyeiike-
mist (TMUJT), napokcusmasibia Hiuna remorso6inypist (ITHT)
[12,34,39,40], mo 3acBigumio Haiie MOCJiKEHHs, /e TakKi
3minu peecrpysBasich y 14,3% oci6. Deyell RJ. et al. [20]
AL BUCHOBKY, o Aiti 3 HAA, siki orpumysanu ICT 6e3
MIZATPUMKH T€MOMOETHYHUX (PAKTOPIB POCTY, Maju HU3bKY
YaCTOTY KJIOHAJIBHOI €BOJIOILI.

3Ba)kaloyn Ha He3a/0BiJNbHI Pe3yabTaTh JiKyBaHHS
HAA npu 3acrocysanni ICT, y T.4. pO3BUTOK BTOPUHHUX
KJIOHAJIbHUX 3aXBOPIOBAHbD, HAIlle MOCJIIKEHHS 3aCBiIUNIO,
mo ano-TKM takux nmiteit i3 HAA € naiiedpekTuBHIiIIUM
TeparneBTUYHUM eJeMeHTOM. Mu BBa)kaeMo, IO icHYyeE
HeoOXinHicTh cTBOpeHHs HallioHaabHOrO peecTpy XBOPHX
Ha HAA. 3BoJstikaHHA i3 TOYaTKOM JIiIKyBaHHS JiTel, XBOPUX
na HAA, 3ymMoBJieHe TPUBAJIOIO IIEHTPATI30BAHOIO TIPOIIEe/LY-
poto Tepesiadi MeIUKAMEHTIB, IO TOTipuIye eeKTUBHICTH
MO/IAJIBINIOTO JIIKYBaHHS.

3aIMIIaeThesl BaXKAMBOIO MPOOIEMOI0 po3podKa edek-
TUBHUX METOJiB JiKyBanus pedpakrepunx dopm HAA Ta
poKe 3arpoBakeHHs ano-TKM y mamienTis 3a HagBHOCTI
POAMHHOTO CIIOPifiHeHOTO oHOpa. CyTTEBOTO MOKpAIAHHS
pesyJsTatiB JikyBaHHst fiteil i3 HAA, sixi morpeGyioTh aso-
TKM, MOKJIMBO JOCATTH B YKpaiHi 1pu 30iabIIeHH] KiJTbKO-
cri nenrpis TKM, crBopenni BaacHoi 6asu gonopis TKM Tta
TIKJTIOYEeHHS /10 Mi’KHApO{HOI CHCTeMHU JIOHOPIB KiCTKOBOTO
MO3KY.

BucHoBku

1. JlikyBaHHS alIaCTUYHOI aHeMii y AUTAYOMY Bili €
CKJIQJHUM 3aBJaHHAM. /[Bi TpeTUHM NaIli€HTIB AOCSATIN KJIi-
HiuHOI MOBHOI a00 4YacTKOBOI BiANOBiAI Ha Tepamiio, sKa
Bruouasa komGiHosany ICT i /a6o anmo-TKM.

2. Haitmenmn eeKTUBHUM TeparieBTUYHUM IIi/IXO/IOM JIO
HAA e nocunpomna repariisi, sKy BUKOPHCTOBYBAJIH /10 Yacy
BIPOBA/)KEHHS TPOTPAMHOI IMYHOCYNpPECHUBHOI Tepamii
(peHi30I0H, petabosIiji, 3aMicHA Tepallis KOMIIOHEHTaMU
KPOBI, aHTUMIKPOOHA, reMOCTaTHYHa Teparlist). Yci XBopi, sKi
OTPUMYBAJIH [TOCUHIPOMHY Tepallifo, HOMepJIu.

3. llepmmii kype [CT BusiBUBCS epeKTUBHIM JTHIIIE Y TPe-
THUHU JIIKOBAHUX JiTel, XxBopux Ha HAA.

4. 3acrocyBanns apyroi ginii [CT nokpariye BUuskuBaHHs
y 75,0% miteii i3 HAA.

5. HasiBuicTh 3MiHeHOro KapioTWIiy y oJHi€i XBOpOi
(45X-X[3]/46,xx[18]) ne snusmia ehekTUBHOCTI imMyHOCY-
TIPecUBHOI Tepartii.

6. Haituacrimoio npuunnoio cmepti xBopux na HAA, aki
orpumyBasu ICT, 6yanm Bakki remopariuno-indexiiimi
yekmaguends. Jlume y 7,1% BUMaAKIB — BTOPUHHI KJIOHATBHI
3aXBOPIOBAHHS.

7. HaitedextuBnimum metogom JikyBanus HAA, 3a
HalIMMU criocTepexkeHHami, € ajorenna TKM Bix poaunno-
ro abo HECHOPiIHEHOTo 0HOPa. Y BCiX TPHOX TPAHCILIAHTO-
BAHMX MAIIE€HTIB IOCATHYTO Oy KaHHS 3 HOPMaJIi3alli€ro Kpo-
BOTBOPEHHSI.
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MpuoGpeTeHHas annacTuYeckas aHeMusi: 0COGEHHOCTU KIIMHUKO-1abopaTOPHbIX NPOSBIeHU

1 Te4yeHUus 6oNe3HU, aHaNn3 JieYeHus

ON. fJopow’, N1, Ubim6antok—Bonownn', P.C. Mommwyk’, .M. Bopo6ens’, 0.0. TposHoscbka'™, J1J1. Ckoponag', 0. Kosznosa', AW. CrenaHioK’,

J1I1. Cepepny’, AM. Mux', J1.4. fly6ew’, HA. Paynncoka', H.P. Cupbix'

K3 JIOP «3anagHOoyKpanHCKUi Cneumanm3npoBaHHbIin AETCKUIA MeOULUMHCKNIA LEHTP>, T. JIbBOB, YKpanHa

2J1IbBOBCKWNIM HAUMOHaNbHbI MEOULMHCKNI YHUBEPCUTET UMeHU [daHuna fanvukoro, YkpavHa

lpeacTasneH aHann3 KNNHUKO-N1abopaTopHbIX NPOSABAEHNIA, 0COOEHHOCTEN Te4eHUs NPUOBPETEHHOI annacTuieckoin aHemun (MAA) y [eTel, a Takxe noka-
3aHa ath(heKTUBHOCTb neyveHus 20 nauneHToB. YCTaHOBMEHO, YTO Hanbonee acpheKTBHLIM METOAOM NeyeHuns MAA ABnseTcs annoreHHas TpaHcnnaHTaums
KOCTHOr0 M03ra 0T CeMeNHOro U HepOACTBEHHO0 JOHOPA, HaUMeHee 3 EKTUBHbLIM TepaneBTU4eCKUM NOLX0A0M K NieveHuto MAA aBnseTcs NnoCUHAPOM-
Has Tepanus. lporpammHylo uMmyHocynpeccusryto Tepanuio (CT) nomyuunn 14 60mbHbIX. YacTb naumeHTOB BO Bpems nepBoro kypca UCT nonyunnm
AHTUTUMOLMTAPHBIA UMMYHOMNOBYNNH KPONUKa, ApYriie — aHTUAMMMDOLMTAPHBIA UMMYHOTNO6YNMH KOHCKWIA. Mpu npumeHeHun UCT nepBbii ee Kype 6bin
3(h(PeKTUBHBIM TONbKO Y TPETW AETeil, TPeTh JeTell yMepau Ha pa3HbiX 3Tanax fe4yeHns 0T reMopparuyecknx u UHEKLMOHHBIX 0CTIOXHEHNIA; NOCNe BTOPO-
ro kypca VICT nonoxutenbHblid 0TBET JOCTUTHYT Y 75,0% AeTent, y 14,3% aeTen, KotopbiM npumMeHsnacs VCT, BO3HUKNN BTOPUYHbIE KNOHANbHbIE 3a601e-
BaHus, 7,1% [eTell 0Ka3anucb Pe3UCTEHTHLIMM K NIEHEHNI0.

KnioyeBble cnosa: Aetv, NpuobpeTeHHAs annacTu4eckas aHemms, UMMyHOCYNPECCUBHAA Tepanis, TPAHCMAHTaLUMs KOCTHOrO Meara.

Acquired aplastic anemia: special features of clinical, laboratory signs and course of the disease, treatment estimation
0l. Dorosh’, I.P. Tsymbalyuk—Voloshyn'?, R.S. Polishchuk’, 0.1. Vorobel', 0.0. Troyanovska'?, L.L. Skoropad', 0.. Kozlova', 0.1. Stepanyuk’, L.P. Seredych’, A.M.
Myh', L.Ya. Dubey?, N.O. Rachynska', N.R. Siryk’

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

?Danylo Halytskyy Lviv National Medical University, Ukraine

The authors analysed clinical, laboratory signs and course of acquired aplastic anemia (AAA) in 20 children and treatment effectiveness. It was ascertained
that allogeneic bone marrow transplantation (AlloBMT) from family and unrelated donor is the most effective treatment approach. At the same time, sympto-
matic treatment is the least effective treatment approach. 14 children were treated according to the immunosuppressive program. A part of patients achieved
antithymocyte globulin (rabbit) in the first course of immunosuppression, another part was treated with antilymphocyte globulin (horse). The first course of
immunosuppressive treatment was effective only in 1/3 of patients. 75% of children improved after the second course of immunosuppression. Hemorrhagic
and infectious complications caused the death of 1/3 of patients at the different periods of treatment. 14,3% of children in the course of immunosuppressive
treatment manifested with secondary clonal diseases. In 7,1% of children the disease was resistant to the treatment.

Key words: children, acquired aplastic anemia, immunosuppressive treatment, bone marrow transplantation.
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2MasoJliH po36s10Kosye 3aknadeHull Hic
IMeHOJ1 CNPUSE J1iKy8AaHHIO C/IU30801
Hoca.

W nouatok Aii — 5-10 XBUAVH.
dia-pno 11 roguH’.
CepBaHTIB, 3aBAAKWN iHHOBaL|iNHIl

¢nakoHa
bKUI 3aci6 Ta MeANYHUN BUPI6. IHpopMaLlis AnA BUKOPUCTaHH:A
cTi i bapmavieBT npadi

14128/01/01 Bip 25.12.2014, Pn. MO3 Ykpaitu UA/14129/01/01
BO Npo flepXkaBHy peecTpallito N214037/2014 Big 27.06.2014.

assali GC et al. Nasal decongestants in the treatment of chronic nasal
d safety of use. Expert Opinion on Drug Safety 2006; 5(6): 783-90.
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Dopmyna 3g00poB’'A
Ona QOPOCNX
Ta QUTAYNX

nn A€KOHrectaHT HoBoro NOKONiHHA
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Ana piten
st CenTOAKBa“® \
(e HA3AJ16HUG 30MOHIYHUG \
i PO3YUH 3 MOYHUM NOEOHAH-
HAM MiHepabHUXx conel
3 003YI0YUM NPUCMPOEM,
' AKuG adanmoeaHud ona
A\ dopocsiux ma dumsayu.

) Hocukie.

R — i

(s TouHe noepHaHHA MiHepanbHux conen (Na*,
Cl, Mg+, Cat, 5042', HCO3’) ponomarae wBnpLwe
BifiHOBUTN QYHKLi cNM30BOI 060/IOHKIN HOCa,
a TakoX CentoAKBa cnpuse:

« Hopmanizauii goyHKUiT Mueomsugozo enimenito;

* pO3piOXKeHH!o 8'A3K020 C/1U3y ma lio2o 8UOAJIEHH!IO;

* NOM’SKWEHHI0 Ma oYU eHHo C/1U3080i 060/10HKU HOCa
8i0 8ipycis, 6akmepil, anepzeHis, NOOPA3HUKi8, 4aCMOYOK
nu’y, Kipok mowo;

* NIOMPUMAHHIO HOPMAbHO20 i3ion02iYHO20 cMaHy
€J1U3080i 060/TOHKU NOPOXHUHU HOCA.

¢/ be3sneuHe Ta npocTe BUKOPUCTaHHA NOPIBHAHO
3i cnpeAmN Nig TUCKOM: aHaTOMiYHUI
HaKOHeYHUK, TOYHICTb AO3yBaHHA.

wwwkrka.ua

Hawi sucoxi mexnonoeii ma
3HAHHSL 0715l CHBOPEHHSL
eghexmugHux ma be3neuHux
npenapamie Haueuwoi AKoCmi.
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