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X-3YENJIEHUN JIMDONPOJI®EPATUBHUI CUH/IPOM

Kmovogi cioBa: X-3yenuenuii niMmdornposnidgepaTuBHUI cMHAPOM, cHHAPOM [lyHKaHa,
EBV, SLAM-acouiitoBanuii nporeid, XIAP, TpaHciiaHTalis reMOIOETHYHUX CTOBOY-
POBUX KJIITHH

X-3uenennii nimgonponidbepatrusnuii cunapoM (XLP, cunapom [yHkana) — ue
piakicHui mepBUHHNUA iIMyHOZEDILUT 3 BAXKKUMY iMyHOAUCPETYIITOPHUMHU (peHOMEeHaMU
(rimoramarno6yinemis, aimpoma, 1iMdoricTiouTos TOI0), AKi Y THIOBUX BUNAAKaX
PO3BUBAIOTHCS Mics ekcno3unii 3 Bipycom Enmreiina—bappa [10]. XLP syctpidaeTbes
3yactoroio 1—3 Bunazaku Ha 1 000 000 sxxuBoHapokeHUX XA0myuKiB [9]. [o nboro yacy
onucano 6m3pko 400 Bunaakis cuagpomy Jlynkana menmre Hixk y 100 cim’sx.

Briepure many marousoriio susus y 1969 poui David T. Purtilo 3 xoseramu, siki
criocTepiranu ciM’io, ie XJIOITYMKY TOMHPaJH Bifl iHdekiiiHOro MoHOHyKeo3y. OfHa
3 Ha3B XBOpobu — cuHIpoM J[yHkaHa — 1oB’A3aHa i3 npisBuuieM niei cim'i.

Y 1975 p. D.Purtilo onucas mie Tpu cim'i, B IKUX XJTOMYUKH Manu iMyHozxedinur,
acomiiioBanmii 3 EBV-indikyBanHsm, i Toai 3axBopioBaHHs 6yJ10 Ha3BaHO X -34ellJIeHUM
pelecCHBHUM ITPOrpecyiounuM KOMOIHOBaHUM BapiabenbHUM iMyHoZedinuTOM, a yepes
nesikuii yac — X-34yensieHuM JniMmbonposicdepaTuBHUM cuHApOoMoM [17].

Indikosanicts Bipycom Enmreiina—Bappa cepen nacesnenns csarae 95 %. Y 70 %
Bunankis indikypanus BinbyBaetbcs 10 TpupiuHOro Biky. BinpiuicTs mionei nepe-
HOCHUTH iH(eKIi10 cybKmiHiYHO ab0 Y BUIJIS/I HE3HAYHOTO KAaTapajJbHOrO CUHAPOMY B
OUTSYOMY YU mifgniTkoBoMy Bini. KniniuHo Bupakena nepBuHHa iHdeKLiA HassBHA Y
BUIJISIA iHdeKIiTHOTO MOHOHYKJTe03Y V Billi 5—15 pokis [2]. EquHuM pe3epByapoM Bi-
pyca Enmreiina—bappa € sionuna, B s1koi BiH MicTHTBCS B opograpUHTealbHOMY CeKpeTi
i HaftyacTile nepegaeThes yepes cauHy (<«xBopoba moliayHKiBy ). ITicas nepBUHHOTO
KOHTaKTy BipycC pellikyeThbcs B enirTesii BepXHiX AUXaJIbHUX LIJIAXiB, IO CYIIPOBO-
JUKYEThCS JIi3MCOM KJITHH Ta MOIIMPEHHM HOro Ha oToUyIo4i TKaHMHHU 3 NOAAIbIINM
PO3BHUTKOM BipeMii Ta ypaskeHHsIM JiMdopeTUKYIsIpHOi cucteMHu (MeviHKa, cenedinka,
B-niMmdountu nepudepuunoi kposi). Bipyc Mae BupaxeHi iMyHOTpOIIHI BJIaCTUBOCTI 3
ypaxeHHsM B-nimMbouuTis, Aki nicis indikyBaHHs HabyBaloOTh 3TATHOCTI 10 HeobMexe-
Hoi mpoaidepanii. [leit nporec, xapaktepuuii a4y Bcix dopm EBV-indexnii, HasupawoTh
iMmopranisanieto (6escmeptam) B-nimponurin.

Y HopMi iMyHHa BiIOBiAs Ha MPOAYKTHUBHY (TOCTPY 260 peakTUBALiIO JaTeHTHOI)
iHGeKLio 3AiHCHIOETHCS NVIIXOM eTiMiHyBaHHSA iHdikoBaHUX BipycoMm B-kiitna nuto-
rokcnyHumu T-nimdonuramu (nepesaxkno CD8+) Ta NK-kaitunamu, a Takox fiero Heli-
TPai3yIOYUX aHTHUTIJ, SIKi TabMYIOTh [IOMIMPEHHS Bipyca Mi’K KAiTUHAMU-MIillIEHSIMH.
ITuroTokcuyHa BianoBias cyBopo kouTposioeTbest anturenamu MHC I xnacy [2].

AxrtuBanis T- i NK-knitun ininiloetscs B3aemoieio girauziis ingikopanoro
B-nimdonnra 3 nopepxHeBUMHI MOJIEKYJIaMH, 110 BiTHOCSATHCA A0 cynepciMeiicTBa iMy-
HOrI0OyMiHiB, roMmosioriynnx CD2: cMrHAIBHOIO MOJIEKYJIOIO, IO aKTUBYE AiMbOUUTH
(signalling lymphocyte activation molecule-SLAM (CD150), 2B4 (CD244), Ly-9 (CD-
229), CD84. SLAM ekcmupecyetbest Ha T- i B-knitunax , 2B4- na T- i NK-kniTunax.
Jlirangamu s sux € SLAM i CDA48 Bignosinxo.

Y pesynbrari 3’ennands SLAM iz SLAM-acouiitoanum nporeinom (SAP) y nuro-
mna3Mi T- ta NK-kiiTuH BinbyBaeTbes nepefaya cUruany akTusauii simgouuta (puc.).
© Konekrus aBTopis, 2010
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SAP HeobximHui i 115 mepenayi akTuBaninnoro curiany 3 2B4 na NK-kmitunax [3,
13,.15].

[Tpu cunapomi Jlynkana nopymyertbest B3aeMogist Mixk B-, T- ta NK- knitnaamy,
npuyomy 60 % BUTankiB 3aXBOPIOBaHHS 3yMOBJIeHI MyTallisIMU reHa, 1o koaye SLAM-
acouitoBanuit mpotein (SAP). Jlokyc X-xpomocomy, 1110 Bixnosizae 3a poautok XLP
(Xq25), 6yB kaproBanuit Scare ta ciBaBTopamMu y 1987 p., ay 1998 p. — nBoma He3sa-
sexHumu rpynamu gocruigaukis (Coffey i ciisaBTopis Ta Sayos i cniBaBTOpiB) ifneHTH-
dixoBanuii ren SH2D1A (SAP, DSHP), nolmKopkeHHs SIKOTO IPU3BOAUT 0 PO3BUTKY
naHoi natosorii. Jedinut SAP npu3BoguTh 10 MOpYLIEHHS aKTUBALli{ Ta 3HMKEHHS LIUTO-
tokcnyHocti CD8+ ta NK-kiiTuH, 3MenIieHHs CHHTe3Y ITpo3aNaJIbHUX Ta PeryAsTOPHUX
HUTOKiHIB, y ToMy uucii i INF-y, y pesysabrari yoro nporpecye nosikaoHajabHa MpoJi-
depanis TpanchopMoBaHUX BipycoM B-kIiTHH, 110 BBaxKaeTbCs IPUUUHOIO GisbIocTi
dhenoTunoBux npossis X-zuensnenoro nimdonponideparusHoro cunapomy [15].

Iri 40 % cungpomy /lyHkaHa npuniagae Ha MyTauii reHa, 1110 koaye X-3uenaeHuni
inri6itop anmonrosy (X-linked ingibitor-of-apoptosis XIAP a6o BIRC4). [lanuit 6inok
BiZlirpa€ KJII0YOBY POJIb y IPUTHIYEHHI aTONTO3Y K THH, IKMI IHAYKYETbCs abo Bipyc-
Holo iHdek1i€lo, abo rineprnpoayxiieto kaciaa (bepMeHTH, SKi BiINOBIAAI0TH 3a CMEPTh
kaiTuan ). XIAP € HeobOXigHUM 7151 BUKUBaHHs i/ab60 qudepenunitoBanusg NK-kmiTuH i
BBaKAETHCS MMOTEHITIMHUM perysiTopom JdiMdonuTapHoro romeoctasy in vivo. [ledinur
XIAP ¢ npuumnHOIO po3BUTKY X-34ensieHoro aiMdornposidepatuBHoro cunapomy 11
THITY, HATOTeHE3 SIKOI'0 Ha AaHUil yac nepebyBae Ha eTamni focaimkenHs [9, 18].

Kniniuna kaptuna cuiapomy JyHkaHa XapakTepHu3y€eThCcsl BUPaXKeHMUM MOJIiMOp-
dizMoM, poTe HalOIMBII YacToO 3yCcTpivaloThest Taki peHoMeHY, sIK He3BUYAMHO BaX-
KU, «atanbHuil» nepebir indekiiHOro MOHOHYKIE03Y, AU3TaMaraIo0yiHeMis, i/a6o
niMmdonpouideparuBHi 3axpopioBanns [6,10]. Manidecraris XLP moxe 6yTu pisHoio
HaBiTh Y Nalli€HTIB 3 OXHI€l pOJMHH.

«Daranpunity iHekIiHHUE MOHOHYKIIE03 criocTepiraeTbesl y 58 % xBopux 3 XLP
i 3yMoBJIeHMIT Ha/MipHOIO IMYHHOIO BiZITIOBiAI0 3 HEKOHTPOJIHOBaHOIO NTpoideparttieio
nurorokcuyHux T-mimbonuris, EBV-indikoBanux B-kaitun, Makpodaris. ¥ xBoporo
pO3BUBAEThCA NiMbaieHOMATIA, renaTociaeHoMeralisi, @yJIbMiHaHTHUN TeITaTUT 3 PO3BU-
TKOM I1e4iHKOBOI HeJoCTaTHOCTI, sIKa i € HalyacTiIllo IPUYUHOIO CMePTi aHOi KaTeropii
xBopux i ctasoBHTh 90 % . [Ipu 6imickasuuromy nepebiry EBV-indexkii Takox onucani
TI60Ki MOPYIIEHHS KiCTKOBO-MO3KOBOI0 KpOBOTBOpPEeHHsI (aX /10 anjasii), Hekpoa 6is1oi
IMyJIBIIY CeJle3iHKU, MOHOHYKJIeapHU MiokapauT, inTepcTuniianbuuit Hegpur [10].

[luronenii sik roctpi cranu y xBopux 3 XLP possuBaloTscs HedacTo, Haitbinpun
BaXKKi IIUTOMNeHIi criocTepiraloThest Ha oHi Bipyc-acouiiioBaHOTO reMogaroliuTapHoOro
niMmdoricrionurosy (virus-associated haemophagocytic syndrome-VAHS), sikuit pos-
BMBAEThCS BHACHI 0K B-K/iTHHHOI excraHcii KicTKOBOro Mo3Ky, T-KIiTUHHOI HUTO-
ToKCHYHOCTI Ta urokinemii. Kainika VAHS moxe possunyTHCcS 1K Ha GOHI BaXKKoro
iHpeKUiHHOro MOHOHYKJ€03y, TakK i caMo-
ctiiiHo. ['osioBHI #loro npossBu — 1e npo-
rpecyioya IMTOIIEHisl 3 ypaKeHHSIM OHOrO
YM KiJIbKOX IApOCTKiB, siBuma JiMdoricTi-
ouuTapHoi rinepiiasii ta paronuTosy Kii-
TUH KPOBi ¥ KiCTKOBOMY MO3KY, pialie — B
inmmx opranax. [Ipu BizcyTHOCTI Tepamii

. VAHS npusBoauTh A0 CMEPTi BHACTIZOK
s ."”" ; yckaanHens (Baxki iHdekii, kpoBoreui,
ceplieBO-JiereHeBa HeZOCTaTHICTh) Maiixke
y 100 % Bunazxis [11].

Y nauieHTiB, UI0 BUXKUJIM IiCJIs TEpeHe-

Axtypaugis T-niMdomuTiB TpH BaaeMozii 3 anturen- CEHOTO «(aTajbHOr0» MOHOHYKJIE03Y, B Maii-
NPe3eHTYIOYMMH KI{THHAMHI 6yTHBOMY PO3BMBAIOTCS TaKi YCKJIATHEHHS,
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gk auaramarsiobystinemis (31 %), simdoma (30 %), MeH1 yacTo — arracTuHa aHeMist (3 %),
aimdoinamit rparnynomaros (1,5 %) abo Hexporusylounit Backynit (1,5 %) [10].

JliMmpomu y nanieHTiB 3 cunzipoMoM JlyHKaHa y TUITOBUX BUNIakaX € B-kaiTuHHOTO
HOXOJ/KEeHHS, BUCOKOMEepeHIIHOBAHUMY, HEXOAXKKIHCbKIMH, YacTO eKCTPaHOalb-
HUMH 3 0COOJIMBO TOIIMPEHOIO JIOKaJi3alli€l0 B TOHKOMY KMIIEYHUKY. 75 % nimMdbom
BHUABJSIOTHCA B ijleoleKalbHOMY KyTi, iHIIa MoxauBa ysokanizaniss — [ITHC, neuinka,
HUPKHU.

Cutif BiisBHAYNTH, 1110 Y TPETHHU MAIli€HTIB rinoraMariaobymiHeMiss OHOTO YM 6ib-
e migkIaciB iMyHoTr 100y MiHIB HasiBHA Iife 10 3ycTpiyi 3 Bipycom Enmreitna—Bappa i, sk
IPaBHJIO, IMyHOJIOTH BCTAHOBIIIOIOTH /IiarHO3 3arallbHOTO BapiabesbHOro iMyHozebinuTy.
[IporHo3 TakUX XBOPUX € OiNbII ONTUMICTUYHUM, SIKIIO BOHH OTPUMYIOTH PEryasipHy
3aMiCHy Tepamnilo JOBeHHUMHU iMyHornobyainamu [1, 5].

X-3uennenuii simdonpomricdepaTUBHUN CUHAPOM CJiJ 3alliIO3PUTH B 0COOU YO-
JI0BiYOi cTarti 3:

1) dartanpaum abo ayxe Baxkkum nepebirom EBV-inaykoBanoro iHngexuiliHoro
MOHOHYKJIeo3y uu iHwmoi BipycHoi indekriii (rpum, agesosipyc);

2) imysoapedinurom (3HuUXeHHS piBHA T-, B- ta NK-kaitun, rinoramarnobyui-
HeMis);

3) nimdomoro (ocobarBo B-KIiTUHHOIO HEXOXKKIHCHKOIO);

4) HasiBHICTIO B po/inHi 0ci6 YosioBivoi crari 3 peHotunom abo miarnosom XLP;

5) xiarHosoM remodaronuTapHoro giMdoricrionuToay, ocobnupo 3 EBV-acouri-
aniero [4, 8, 10].

st miATBEpAXKEHHA LiarHo3y IIPOBOAATD MOJIEKYJISIDHO-TreHeTUYHEe JOCiIKeHHS
(SH2D1A- i/a6o XIAP-reniB) i\abo BusnaueHHs excnpecii SAP-npoteiny na T-ki-
THHaX [7]. Y niTepaTypi onmucaHo Kinbka TUIOBUX BUNA/KIB cunaipoMy JlyHKaHa, KoK
6yJs10 BUSIBIEHO BificyTHiCTD excrpecii SAP-6inka Ha T-nimbonuTax mpu BigcyTHoCTi
myranii SH2D1A [16].

JlixyBanus nanientis 3 XLP, y axux posBunynacs pynbminanTHa EBV-indeknia
3 reMoGaroqUTapHUM CUB/IPOMOM, BKJIIOYAE iIMYHOCYIIPECUBHY Tepatiio (eTono3us,
LMKJIOCTIOPHH A, [IIIOKOKOPTUKOCTEPOiAH, pUTyKcumMab) Ta JoBeHHI iMyHOrI06ymiHuN
[11]. Micas crabinizawii cTany IPOBOAATH aJIOT€HHY TPAHCILIAHTALIII0 FeMOTIOETHYHIX
CTOBOYPOBUX KJITHH.

3a JaHUMU MiskHapOAHOTO peecTpy NepBUHHUX iMyHOoRedinuTiB (ESID), notenep
7 nauienris 3 XLP orpuMany mikyBaHHS IIJISIXOM al0TeHHOL TPpaHCIIAHTALil cCTOBOYpO-
BUX KJIITHH. Y 4OTUPbHOX 3 HAX CIIOCTEpirasacs NOBHA IMyHHA PEKOHCTUTYIIS BIPOZOBK
TPHOX POKIB IicJIs1 TpaHCIIaHTALil; Tpoe noMepau y nepiri 100 xi6 ynacaigok cencucy,
nuceMiHoBaHOI afieHOBipycHOI iHdek1ii Ta noniopranHoi HepocTaTHOCTI [12].

[oBosi onTUMiCTHYHUM BUAAETHCS MiKyBaHHS Nalli€HTIB 3 BAKOPUCTAHHSIM aHTH-
CD20 (purykcumab). ¥ aBox xsopux 3 XLP, siki orpuMyBasiu naHy Tepaliio, criocTe-
piranocs nMoBHe 3HUKHeHHsA cumnToMiB roctpoi EBV- indexuii Ta BiacyTHicTh nosinu
dbynpminanTHOTO iHDEKIITHOTO MOHOHYKJTIE03Y i/a60 NiM¢pOMHU BIIPOAOBK ABOPIYHOrO
crrocrepexenHs [14].

Kniniunuii eunadox

Y 3axinHo-ykpaiHCBKOMY IeHTPi AUTAYOI IMYHOOrIi YIIPOAOBK TPHOX POKiB cIo-
crepiraeTbes nauient T.C., 1988 p.H., akuit HapoauBcs Bi nepinoi BariTHOCTI mepiux
TePMiHOBHUX NOJIOTIB, sIKi Mepebiranu 6e3 yckianHeHb, 3 Macolo Tiza 3500 r. Criagkosuii
aHaMHe3 He o6TspkeHuH, Jlo 17-piuHoro Biky BiH BBa)kaBCsi IIPAKTUYHO 3AOPOBUM,

Xnonensb 3axBopiB rocTpo y yepsHi 2005 poky, kouu 3’ aBumnucst BUCokohebpuIbHa
rapsiuka, 6iJib y ropJii Ta 36i1b1meHHs IMAHUX JTiMbaTudHuX By3aiB. Ha TpeTiit Tux/1eHb
xBOpobM BiH OyB rocuiTasnisoBaHui B indekuiiiny nikapuio. Ha ocHoBi rocTporo novatky
3aXBOPIOBaHHA Ta HASIBHOCTI TUIOBUX CUMITOMIB (TOH3UIIT, TeHepasizoBaHa JimMmda-
NleHOTIaTisl, TenaToCI/IEeHOMeTalis, MACTO3HiCTh 0OMMYYs, rinepTepMiYHUN CUHAPOM)
BCTAHOBJIEHO iaTHO3 iHdeKIIIiHOro MOHOHYK1€03y. BIIipo1oBIK HACTYIHHUX [BOX THX-
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HiB XJIOMYKMK OTPUMYBaB NpeHizoson (2 Mr/kr/mnoby), antnbaxrepianbny (eHinuIiH,
e oTakcuM, 1eBodhIOKCAMH ) Ta TPOTUTPHOKOBY (PirykoHas3o) Tepariio 6e3 edekTy.
CraH mauieHTa noripnryBaBcsi, 110 NPOABJAN0CS ¥ cTilikocTi rinepuipexcii, mporpecy-
BaHHi JiMboliponidepaTUBHOTO CHHAPOMY Ta NPUEAHAHHI HEKPOTUYHOI aHTiHU. [lns
YTOYHEHHS JIiarHo3y BUKOHaHO 6ionciio muiHoro siMgoByaaa Ta 3TiJIHO 3 TicToIoriv-
HUM JOCTiKEHHSIM BCTAHOBJIEHO 1IarHO3 HEXO/KKiHChKOI Audy3HOI 6epxiTonomiobHoi
niMmdbomuy, 3 IKUM XBopuit 6yB nepeBefieHUit y peanimatiitne Bigainenus JIpBiBcbkoi
obstacHOI ANTsIYOI centianizoBanol kJiHiYHOI NikapHi. CTaH malieHTa NPy NOCTYIUIEHH]
PO3IiHIOBABCS SIK BKPAl TSOKKUH, 3arPO3JIMBUAM JIJISI AKUTTS Yepe3 [OPYILIeHHsI CBiIOMOCTI
(comop), nposiBiB 3aranbHoi inTokcukaii, Ilpu kninidHOMY ornsifi BUABIEHO ikTepuy-
HICTH IIKIPU Ta CIU30BUX OOONOHOK 3 ITPOSBAMM TeMOPaTiYHOTO CHHAPOMY 3a reMa-
TOMHHUM TUTIOM (MHOXHHHI eKXiMO3¥, KPOBOBUJIMBH Y CKJIEPH ), TACTO3HICTH 06IHYYs,
reHepaJiiaoBaHa rinepuasist nepudepuyHux JiMdaTUUHUX BY3JiB, IBUIA AUXATBHO]
(i3 3arposolo acikcii) Ta cepueBo-CyAMHHOI HETOCTATHOCTI, 301/IbIIEHUI B po3Mipax
KUBIT 32 paxyHoK renarocruieHoMeranii (+8 Ta +3 ¢M 3-uin pebepHoi ayru Bigmosia-
HO) Ta acUUTy. 3a J0IOMOro0 A0AATKOBUX 00CTEKEHb BUSIBJIEHO TAKOX TillepIiasito
OpOHXOMYIbMOHAPHUX Ta Me3eHTepiabHUX JiMaTHYHUX BY3JiB, [0JIicepo3uT (aCIHT,
IJIEBPHT, MiAPOIEPUKAPA), Y TeMOorpaMi- aHeMilo, TPOMOOLIUTOIEH IO, ¥ GioxiMiuHOMY
aHaJli31 KPOBi—O3HAKHU relaTUTY 3 CHHAPOMOM IUTOJi3Y Ta XosecTasy (rimepbinipybine-
Mist 3a paxyHoOK 1psiMoi dpakuii, ritleprpancdepasemis), y koarysaorpamMi — mooBKeHHS
npoTpomb6inoBoro yacy nnasmu, rinodibpunorenemis (tabauii 1—3).

3rigHo 3 mpoTokoyNoM JikyBaHHs diMbomu 6yJI0 po3NOYATO NPEAHI30J0HOBY
npedaasy, a 3rofoM JOEHAHO NUTOCTATUYHY Teparilio nukaodocdaHoM. Ilpore Hesa-
NOBiJbHA BiANIOBiZb AUTHHHU Ha Tepallilo Ta Bi/ICYyTHICTh O3HAK JIi3UCY NIYXJAUHU aau

Tabangs 1
3azarvruli ananiz xkposi
Jlara _]55’1 Sﬁ I,L/fl m% | ¢% | n% | M% |I1OE mm/ron ;r/jl
10.07.2005 2,94 87 4,7 9 61 28 2 83 144
17.07.2005 2,74 83 1,9 2 8 88 2 71 307
26.08 .2005 3,86 109 10 5 20 65 9 12 329
Tabuauysa 2
Bioximiuni noxasnuxu
Hara
i g 8.07.2005 10.07.2005 23.08.2005 Hopwa
1. | 3aranpuuii 6imok (r/1) 70 60,5 70 65—86
1. | Amsbymin (v/ir) 20,5 34 35-50
2. | AIT 261 211 26 8,9—-57,5
3. | ACT 591 362 81 13—52
4. | JIAT 1691 1121 150—-300
5. | 3arampuuit 6imipy6in (MKkMOIL /1) 79 39,8 1,720
6. | Ipsamuii 6inipy6id (MKMOID /1) 42 15,9 0—6,84
Tabnuusa 3
Koazynozpama
[Tokas ki 8.07.2005 Hlopma
Yac pexanpimdiranii SxB 47¢ 1—-2xn
ETtanonoBui Tect Big'emuuit Big'emuuii
[Tporpombinoruii vac rasmu 238¢ 14,5—-17,5¢
Tpomborect 3d 3—6 tpaaa
Saranpuuit (ibpuoren 19r/n 2—4r/n
Yac thibpunony 4 on 2—5rog
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niZIcTaBU CYMHiBaTUCS Y BipoOrifHOCTI monepeaHbOro Aiarnosy. A TOMy TiCTONOTi4HI
npenapaTv NOBTOPHO JOCHIKyBalUCs KiJlbKoMa cneniajicramMu B YKpaini Ta 3a
KOP/ZIOHOM.

BucnoBok ricronoriunoi naboparopii Koponiscekoro yHniBepcurery (JIoHmoH, AH-
riis): BupaxkxeHuit nimdornponidepaTUBHUI CHHAPOM, SIKUH CIIOCTEPITa€ThCs Y XBOPOTo,
symoBnenuit EBV-indexuieio, ockinpku B npenapati niMmgarunynoro Bysna B-kaiTunu
noJikJIoHanbpHOro noxopkens. e nano aMory BUKIIOYUTH y XBoporo B-riMmdomy.

HocaigxeHHsa MapHUX CUPOBATOK MiZITBEPAUIO MiZIBULL{EHHS TUTPY KalCHIHOTO
IgG no EBV wmaiixe BzBiui, a arogoMm Bipyc Enmreitna—bappa BusiBeHo y KpoBi Me-
Toxom I1JIP.

[TixcymoByloun KAiHiYHI AaHi Ta BUsIBJIEH] 3MiHK B TaHKaX iMyHiTery (Tabiau-
i 4, 5) — rinepramarsnobyiuinemiio, gedinur CD4+, CD19+ ta NK-kaiTun, ekcrancio
CD8+, y nauienTa 3anifoapeno cunapom /lynkasna. /[ng Bepudikauii giaraosy JJHK
XJomyuka 6ys1o HarpaBJIeHOo 10 YHIBEPCUTETCHKOI0 MeIMKO-HAYKOBOTO 1IeHTpY M. [lebpe-
nena (Yropuiusaa), npore MyTauii SAP-reny, 1octi/[PkeHOrO METOLOM CeKBEeHYBaHHSI,
He BUSIBJIEHO.

Tabnuus 4
T'ymopanvruil imynimem
Tara IgA (r/n) IgM (r/n) 1gG (r/n)
26.07.2005 3,04 >3,00 23,89
12.08.2005 3,72 2,54 16,03
23.08.2005 3,80 2,62 18,03
17.03.2008 0,2 0,74 10,23
Hopma 0,7-3,1 0,56--3,5 6,4-13,5
Tabnuus 5
Knimurnnuil imynimem
26.07.2005 17.08.2005 7.03.2006 15.03.2008 24.07.2008
% r/n % r/n % r/n % /0 % /) 110pMa
CD3+ 88 29 55 1,21 89 4,7 63 1,6 70 1,3 | 0,7-21
CD4+ 15 0,4 15 | 0,33 9 0,5 39 0,98 40 074 | 03—14
CD8+ 69 2,3 36 0,792 76 4,2 23 0,58 24 045 | 0,2—-0,9
CD19+ 2 0,066 2 0,044 1 0,055 6 0,15 11 02 | 0,1—-05
CD16+/56+ 2 0,066 5 0,11 2 0,11 11 0,28 7 0,13 | 0,09-0,6
CH20+ 4 0,088 4 0,088
CH21+ 1 0,022 1 0,022

Ynpoznosk IBOX MicsI1liB, IPOBEEHUX Y CTAalliOHapi, XBOPUI OTPUMYBAaB IIPOTUBIpyC-
Hy (alMKJI0Bip), aHTHOaKTepianbHy (11edhoTakcuM, iMineHeM, MEpOIIEHEM, HETUIMIL(UH,
nunpodIoKCcalliH, METPOHIa30J1 ), MPOTUrpUOKOBY (birykoHason, amdorepunut B) tepa-
mnilo, kopTukocTepoiny, BBeeHHs [VIG, matoreneTnyne Ta cuMnToMaTHU4He JiKyBaHHS,
Ha ¢oHi Yoro KJiHIYHMH CTaH HOTO MOCTYIIOBO HOJIMNLIINUBCA.

YTIpomoBX HACTYITHUX TPHOX POKiB ciocTepeskeHHS iHbeKUiMTHUN CUHIPOM Y XJIOT-
YyuKa NpakTUYHO 6YB Bi/CYTHil, IPOTEe TPUBAIO YTPUMYBANUCS 3MIHU Y KJIiTUHHOMY
imynirteri: s3umxenHs pibua CD19+ (1—-2 %, 44—66 kaitun/mxa) ta CD4+ (9—15%,
330—400 xkniTuH/MKI). A B OCTAaHHBOMY aHaJMi3i I'yMOPaJbHOTO iMyHITETY BHUSIBJIEHO
3HUXeHHs piBHs 1gA no 0,2 r/n.

Orxe, 3Bakaloyu Ha HasABHICTb Y IAI[i€HTa 40JI0BiYOI CTATi Ba’KKOro, 3arpo3JIH-
BOTO /IS KUTTS nepebiry iHdekuiitHoro MoHoHykmeo3y EBV-eriosorii 3 po3aBuTkom
imyHozedinury, miarnos X-3uensenoro aiMponponidhepaTUBHOTO CHHAPOMY MOXKHa
BBaXKaTH MMOBipHUM (3rifHo 3 piarnoctudHuMu Kputepismu ESID) [9]. BigcytHicTs
MmyTallii SAP-reHa He CIPOCTOBYE /IiarHO3, OCKiJIbKM 3aXBOPIOBAHHS MOsKe OYTH 3yMOB-
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JIeHe 3HMXeHHsIM ekcrpecii rena SH2D 1A i nopymennsam Baaemozii SAP 3 nosepxe-
BuMu perentopamu SLAM, 2B4 rta in. [nmumu npuunaamMu XLP y nanomy Bunaaky
MOXKYTh 6yTH MyTauii iHIIKUX reHiB, AKki MalOTh BiAHOLIEHHS 10 KOHTPOJIO eKcrpecii
rena SH2D1A, abo myranii XIAP.

BigcyTHicTh KIiHIYHUX NPOSBiB XBOpoOM Ta MO3UTHBHA AMHaMiKa iMyHoOJIOriy-
HUX MMOKa3HUKIiB 4epe3 TP POKH Bi/l IOYATKY KJIiHIYHUX MPOsIBiB XBOopo6U noTtpebye
II0/Ia/IBIIOrO CIIOCTEPEXKEHHS Ta TEHETUYHOTO J0OOCTeXKeHHS MAIlIEHTA 3 BUBYEHHAM
Kopessauii reHoTUN—(eHOTHIL

Busisnienns xsopux 3 X-3yensieHuM Jimdorponi¢pepaTUBHUM CUHAPOMOM B Y Kpai-
Hi € HeOCTATHIM, 1[0 3yMOBJIEHO HacaMIlepe]l HU3bKOIO HACTOPOXeHicTio Ta 06i3Ha-
HIiCTIO CTOCOBHO laHOi MaToJIorii K iMYHOJIOTiB, TaK i JikapiB iHIKX CllelialbHOCTEN
(indexuioHicTiB, reMaToNOriB, ONKOJIOriB TOIO). BripoBaf)keHHA reHeTUYHHUX AOCIi-
JUKeHb B Y KpaiHi JacTh MOKJIMBICTD {iarHOCTYBaTH He JIMLIE THUIIOBI, ajle i Ha3BU4aiHO
CKJIaJ[Hi, 3 TOUKHU 30pY KJIiHillKCTa, aTUIIOBi BapiaHTH Aanoi natosorii. KoncepsatusHe
aikyBanHs xpopux 3 XLP manoedextnsre. Pagukanbae nikyBaHHs (TpaHcIIaHTaLis
cToBbYpOBUX KJIITHH KpoBi) moTpebye koonepalii YKpainu 3 kpaiHaMmu €Bpocoioay, a
3r0/IOM — PO3BUTKY aHAJOTIYHUX MOXKINBOCTEN y Halllill KpaiHi.
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A.10.Pomanuwun, JI.B. Kocmrouenxo,|JI.C.Buzosckas |

X-CUENJIEHHBI TUM®OITPOJTUDEPATUBHBIV CUHIPOM

Kmouesnbie cnona. X-cremeHnsit muMdorposnthepaTuBHbIi cuaapoM, cuzpoM Jdyxkana, EBV, SLAM-

accolMUpoBaHHbli mpoTenH, XIAP, TpaHCcIUTaHTALMS MeMOTIO3THUCKIX CTBOJIOBHX KIIETOK

X-cuenaeHHslit muMQonpoaudepaTUBHLI CHHAPOM, UIH cUHApPoM JlyHKaHa — 3TO pelKHii reHe-
THYECKY JAeTePMUHUPOBAHHDIN TePBUYHDIN HMMYyHOle(UIUT. B TUNIMYHBIX cllyuasiX XapaKTepH3ayeTcs
pasBuTHeM paTtansHoro EBV-uHaynupo-saHHOro MHGEKIIMOHHOTO MOHOHYKJ/Ie03a H TAXKebIX UMMY-
HOJIOTHYeCKHX Hapymlenuit. B pabore maHo obospeHue IuTepaTyphl ¥ omucal ciayyait XLP ¢ Tummynoit
KIMHUYeCKON KaPTHHOI, a TakKe MMMYHOJIOTHYECKMMHU HapyLeHUAMY, Ho 6ea MyTanuu SAP-reHa.

Y.Romanyshyn, L.Kostyuchenko,|L.Vygouvska

X-LINKED LYMPHOPROLIFERATIVE SYNDROME

Key words: X-linked lymphoproliferative syndrome, Duncan syndrome, EBV, SLAM-associated protein,
XIAP, hemopoetic stem cell transplantation

SUMMARY

X-linked lymphoproliferative syndrome (Duncan syndrome) is a rare genetically primary imm-
unodeficiency, typically characterized by occurrence of fatal EBV-induced mononucleosis and severe
changes in immunologic studies. This article contains reference list and clinical case of the patient with
XLP, who presented typical clinical picture and changes in immunologic studies. Mutation of SAP-gene
did not revealed.
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