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OPUTWUHAJIbHBIE MCCITELOBAHUA

HEXOAXKKIHCBbKI JTIMPOMMU
Y OITEN I3 CUHOAPOMAMU
XPOMOCOMHOI

HECTABUJIbHOCTI

Pesiome. [Ipedcmaenerno ananiz namoeene3y i 03HaK HEXOONUCKIHCbKUX AiMgom,
sKi guHUKAU y 7 dimeil Ha mai CUHOPOMY XPOMOCOMHOI HecmabinbHocmi (CuH-
dpom Hitimeren — 6 xeéopux, amakcis-meneaneiekma3zis — 1 dumuna). 3a pe-
3YAbMamam KAHiYH020, MOPEhOA02IHO20 MAa IMYHOA02IMHO20 00CAIONCEHb NYX-
AUHHO20 cybcmpamy diaznocmoearo Aimgobaacmuy aimgomy é 1 xnonuuxa, ou-

@y3ny B-eeaukokaimunmuy aimgpomy y 5 nayieumis, 3 8eauKux i Masux KAimuH

Y «Ilncmumym namosnoeii kpogi
ma mpancy3iiHoi MeouyuHu
HAMH Ykpainu»

Jvsicvbka obnacua dumsaua
cneyianizo8ana KAiHivHa NiKapHs

Jvsiecoruil HayioHanbHUll
MeOuuHuil yuisepcumem im. anuna
lanuyvkoeo

Y «Incmumym cnadkosoi namosnoeii
HAMH Ykpainu, Jlvsis, Yxpaina

KmouoBi ciioBa: curndpom xpomocommoi
HecmabinoHocmi, cunopom Hiiimeren,
amakcis-meneaneiekmasis,
HEX0O0MCKIHCbKI AiMgbomu, npoepamHa
noaiximiomepanis.

BCTYN

CuHaapoMu XpoMocoMHOI HecTabimbHOCTI (CXH) —
11e Tpymna piIKiCHUX XBOPOO 3 aBTOCOMHO-PELIECUBHUM
TUTIOM YCTIIaAKyBaHHSI, CIIIJIbHUMU PUCAMU SIKUX € he-
HOMEH MiABMIIEHO1 JaMKOCTi XpOMOCOM, KOMOiHOBa-
HUi iMyHOAeDILUT, MiaABUILeHA YYTJIMBICTh A0 iOHi3a-
LifHOTO BUIIPOMiHIOBAaHHS T4 BUCOKUI PU3UK PO3BU-
TKy oHKoJioriuHoi natosorii [29]. 1o CXH Hanexars:
arakcisg-teneanriekrasis (AT, cunnpoM Jlyi-bap), cuH-
npom Hiitmeren (NBS, Nijmegen breakage syndrome),
cuaapoM biryma (BJIM), anemist @ankoni (AD), ir-
MEHTHa KcepoaepMa Ta iHmii. [5, 21, 26, 28].

3anpoBamkeHHS MEIUIHO-TEHETUIHOTO KOHCYITh-
TYBaHHSI, TOCTiHHOTO iMyHOJIOTiYHOTO HALJISITY 3a XBO-
pumu i3 CXH, 3acTocyBaHHSI HOBMX aHTMOAKTEpiallb-
HUX 3aC00iB MPU3BEJIU 10 TOTO, 110 OHKOJIOTiYHA MMaTo-
JIOTisl BUCTYIIA€ Ha TIEPIINIA IIJIaH SIK OCHOBHA ITPUYMHA
JIETAJIHOCTI Yy 1Iill TpyMi Nalli€HTIB.

MeTo10 HaIlIOTO TOCITIIKEHHS € aHAJTi3 YaCTOTH i KJTi-
HIYHUX TIPOSIBIB HEXOMKKIHCHKMX JIiMboMm (HXJT) y mi-
teit i3 CXH Ta oliHka e(heKTUBHOCTI IUTOCTAaTAUYHOI Te-
partii 3rigHo 3 mpotokoiamu BFM-rpymnu.

OB’EKT | METOAU AOCNIOXXEHHYA

VY remarosiorivuHoMy BigaiieHHi JIbBiBCbKOi 00J1aCHOT
IUTSTYOI CcTIeniatizoBaHoi KimiHiuHOiI TikapHi (JIOICKJT)

6 1 dumunu. Jlikyeanus nposoduau 32i0no 3 npomoxoramu BFM-epynu (NHL-
BFM-95/ HXJI-TJL1Y-2000). 2 nayicumie nomepau 0o nouwamky i 2 — Ha
nepuiux emanax cneyughiunoi mepanii 6id yckaaoueHb NYXAUHHO20 nPoyecy ma
MANCKUX CYNYMHIX iHpexyil, 1 xeopuii — y pe3ynsmami npoepecyeanHs Aim-
gomu. IIpoepamna mepanis 6yaa epekmusroro y 2 dimeil, ki Ha cb0200HIUHIT
deHb nepebdysaroms y dogeompusaniii pemicii (11i 7 pokis).

npotiaroM 1992—2009 pp. nepebyBanu Ha JlikyBaHHi 83
niteit 3i BectaHoBiaeHnM giarHo3oM HXJI. Cepen Hux 6yno
7 (5,8%) miteii i3 CXH: NBS — 6 (85,7%) xBopux, AT —

1 (14,3%) nutuna (Tabm. 1).

Ta6nuusa 1
3aranbHa xapakTepucTuka gireit i3 CXH, y skux Bunuknu HXJ1
Bik Ha yac Hacnipgkn
XBopwii|CTaTb| miarHOCTMKM Gopmu HXJ1 [CXH| (Ha kiHeub
nimdpomm 2009 p.)
M.B. Y [12 pokis 2 mic| JlimpobnactHa | NBS Pewmicis
C.10. | 9 poki 5 mic [ndysHa NBS Momep
B-BennkokniTMHHA y 9 pokiB 5 mic
ni. X | 6 pokiB 9 mic LndysHa NBS Momepna
B-BennkokniTMHHA B 6 pokiB 9 mic
K.O. X |11 poxis 9 mic Nundysna NBS Pewicig
B-BeANKOKNITUHHA
J1.b. | 4 pokm 4 mic LndysHa NBS Momep
B-BeNMKOKNITUHHA y 4 poku 8 mic
A.0. X |5 pokis 10 mic| AnannactuyHa | NBS| TMomepnas
B-BenuKOKAiTMHHA 5 pokiB 11 mic
M.I. X 110 pokis 7 mic | Audy3Ha 3 senukux| AT Momepna
Ta MaMX KNiTUH B 10 pokiB 7 Mic

Hauac giarnoctyBanns HXJI meniaHa Biky 1i€i rpy-
My aiteit ctaHoBuJIa 9 pokiB 4 Mic (Bin 4 pokiB 4 Mic 10
12 pokiB 2 mic). CriiBBiZHOIIIEHHSI XJIOMLIIB i IiBYaT CTa-
HoBWJIO 3:4 (Tabn. 2).

V¥ 3 nmamienTiB po3suToK HXJI BUsSIBIEHO HAa TJli BXe
BepudikoBaHoro miarHody CXH (2 3 NBS, 1 3 AT) Ta
JIIKYBaHHS 3 TPUBOLY KOMOIHOBAHOTO iMyHOAE(DILINTY.
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Y 4 xBopux NBS niarHocTyBanm y 38’513Ky 3 MaHidecTa-
Lieto aiMdponponipepaTUBHOTO MPOLIECY.

TaGnuus 2
Kniniuna xapakrepucrtuka gite#t i3 CXH ta HXJ1
Moka3Huk n (%)
KinbKicTb XBOpUX 7
Megiana eiky (mi axc.) 9 pokiB 4 mic
Alana BIKY TMIH. —Make. (4 poku 4 mic—12 pokie 2 mic)
Cratb xnonuj 3(42,9)
niByara 4 (57,1)
KniniyHa cTapjs | -
3a S. B. Murphy [17] Il -
1l 6(85,7)
[\ 1(14,3)
Jlokanisauis ypaxeHHs
HoganbHa:
nepudepunyHi J1IB 7(100,0)
abnomiHanbHi J1IB 3(42,9)
MmegiacTuHanbHi JIB 5(71,4)
Kinbue Banbgeepa -
cenesiHka 7(100,0)
KICTKOBUIA MO30K 1(14,3)
EkcTpaHofanbHa:
neviHka 6(85,7)
HUPKK 1(14,3)
TOHKI | TOBCTi KMLIKM -
NlereHeBa TKaHWHa i nnespa 4 (57,1)
LIHC -
KiCTKU 1(14,3)

HiarHo3 CXH rpyHTyBaBcs Ha cienupiyHuX peHo-
TUTIOBUX O3HAKAaX, Pe3yJIbTaTax KIiHIYHUX, TCHETUYHIX
Ta nabopaTopHUx gociaimkeHb. [IpoBeneHo pereabHui
POINVHHUI Ta aHAMHECTUYHUI aHaJi3 i3 3aJydeHHSIM
MeIuuHoi mokymeHTallii. JiarHo3 NBS minTBepakeHo
MOJIEKYISIPHO-TEHETUYHUMU JOCHTIKEHHSIMU, SIKi 10
2003 p. mpoBommmncsa B IHCTUTYTI TeHETUKHU JTIOOUHU
(R. Varon, bepnin), a3 2004 p. — B 1Y «IHcTUTYT cian-
koBoi matojiorii HAMH Ykpainn» (JIssiB) [6]. Yci xBo-
pi 3 NBS T1a niarnoctoBanoro HXJI 6y roMmo3uroramu
oo Myrtatiii 657del5 rena NBS|. IligBuineHunii piBeHb
a-deromnpoteiny B cuponarii kposi (CK) xBopoi Ha AT
BU3HAYEHO METOJOM XEMOJIIOMiHICLIEHTHOTO iMyHO(Mep-
MeHTHoro aHanizy (Immulite 1000, Simens DPS, CIIIA).

CraH iMyHiTeTy XBOpHUX JIiTeil OLliHIOBaJI{ HA OCHOBI
KiJIbKiCHOTO BU3HAYEHHSI OCHOBHUX MOITYJISILIii i CyOI10-
TTYJISIN TIMOLIMTIB METOIOM ITPOTOYHOI LIMTOMETPIi Ha
anapati FACScan («Becton Dickinson», CILIA) 3 Buko-
puctanHsaM cniennbiyanx MKAT («Becton Dickinson»,
CIIIA). PiBeHb OCHOBHUX KJIacCiB iMyHOTI00YJiHiB (Ig)
y CK Bu3Ha9aIM METOIOM KiHETHYHOI HebeTOMeTpil Ha
aHaumizaropi ICS-2 («Beckman», CIIIA).

Hiarnoctuka HXJI BKJlouana cTaHgapTHE KJTiHiu-
He Ta iHCTpyMeHTaJbHe 0OCTeXeHHSI, aHaJIi3 TeMorpa-
MU, MOP(GOJIOTiYHE Ta IMyHO(PEHOTUNOBE AOCIIIXKEH-
HSI IyXJIMHHOTO CyOCcTpaTy, 0ioXiMiuHi JOCTiIKEeHHSI.

PeHTreHoM0TIYHI AOCTIIKEHHS TA KOMIT IOTEpHY TO-
Morpadito MPOBOIMIU BCiM IiTSIM MEPBUHHO, HE3BaXKa-
I0YY Ha MiABUILIEHY Yy TAUBICTh KTiThH pu CXH no io-
HizauiitHoro BurnpomiHioBaHHs. [lepeBary yjabTpas3By-
KOBUM METOJaM JOCiIXKEHHS HaAaBaJIM JIMIIIE Mij yac
JIIKyBaHHS U1 KOHTPOJTIO 32 00’ €MOM ITyXJIMHHOI Macu
32 YMOBHU CTabIbHOTO CTaHy nauieHTa. 1o OCHOBHOTO
aJITOPUTMY OOCTEXEHHSI XBOporo 3 migo3poro Ha HXJT
TaKOX BXONWJIN: aHAJIi3 ITyHKTATy KiCTKOBOTO MO3KY Ta
CMMHHOMO3KOBOI PiIMHU, AOCTIIXKEHHS KJIITUH OCaiB
MaTOJIOTiYHUX €KCYIaTiB Ta BiIOUTKiB, OTpPUMaHUX i3 Oi-

OINICiifHOTrO MaTepialy BOTHUII ypaxKeHHsI. BusHaueHHs
cTafii molmurpeHHs JiM(OMU ITPOBOIMIIM 3TiAHO 3 KJIa-
cudikariero S.B. Murphy [16].

licTonoriuHe nocimkeHHS ypaKeHUX JTiMDaTUIHUX
By3iaiB (JIB), oTpuMaHMX LIJISIXOM BiIKpUTOi Oiorcii,
y 6 miTeit IpoBeneHO Ha Kadeapi MaToI0TiYHOI aHATOMIT
JIbBIBCHKOTr0O HAllIOHAJILHOTO MEIWYHOIO YHiBEpCUTE-
Ty iM. JlaHuna [anuibKoro Ta y maToioro-aHaTOMivHii
Jlabopatopii JIbBIBCBKOT0 OHKOJIOTIYHOTO perioHaib-
HOTO JIiKyBaJIbHO-IialrHOCTUYHOIO LIEHTPY. ¥ NUTUHU
3 AT TsKKuiA 3arajibHUI CTaH HE 103BOJIUB IIPOBECTU
JiaTHOCTUYHY 0iOIICil0 HOBOYTBOPY; MiarHO3 BCTAHOB-
JIEHO TIpU aBTOIICII.

BusHauyeHHsS iMyHO(pEHOTHUIIOBOTO Mpodinio cyo-
cTpaTHUX KiuitvH cycnensii JIB y 4 (57,1%) nauieH-
TiB MIPOBEAEHO Y KiHiYHii 1adoparopii IO CKIJI me-
TOAOM MpPOTOYHOI UTOMETpii Ha amapaTi FACScan
(«Becton Dickinson», CIIIA). BukopucroByBanu mna-
Henb 30 TUNIB KOH’I0OTOBAaHUX 3 (DII0OpPOXpOMaMU
MEKAT pi3Hoi JdiHiitHOiI cnerudivHocTi («Dako», la-
Hig; «Becton Dickinson», CIIIA). Ekcrnipeciio aHTuUre-
Ha BBaxKaJli MO3UTUBHOIO, SIKIIIO YacTKa JiMQOiZHUX
KJIITUH, 110 MiTuaacs BignoBigHUM MKAT, ctaHoBUJIa
He MenIe 20%. ImyHoricToxiMiuHe TOCTiIKEHHS ITyX-
JIMHHOTO CyOCTpaTy BUKOHAHO B | AUTWHM, SIKiil TO-
MepeaHbO IMYHOUMTOJIOTIYHUIA aHaJi3 He MPOBOAWIN
(JIpBiBCHKMIT MiXperioHAIbHUN OHKOJIOTIYHUI JIiKY-
BaJIbHO-IiaTHOCTUYHMI LIEHTP, IIATOJIOTO-aHaTOMiuYHA
naboparopis, O.A. IleTpoHuak).

AxTuBHicTb JakTataerigporeHasu (JIJ1I') y CK BusHa-
YaJId KiHeTUIHUM SH3UMAaTUIHUM METOIOM i3 BUKOPHC-
taHHsM peareHTiB LDH SCE mod. («<Human», Himeyuu-
Ha) Ha GioxiMiuHOMYy aHajtizaTopi Cobas Mira S (ILIBewist).

JlikxyBaHHS nalLieHTiB MPOBOAUIN 3a MoAU(iKOBa-
Humu NHL-BFM nporokonamu (Himeuunna): NHL-
BFM-95, HXJI-ATJIJIY-2000. BinnoBiab Ha Tepa-
Mil0 OLIIHIOBAIM ITiC/IsT KOXKHOTO Kypcy nosjixiMioTepa-
nii (ITXT). JocsrHeHHsI MOBHOI peMicii KOHCTaTyBaau
3a BiICYTHOCTI KJIiHiIKO-JIaOOpaTOPHUX O3HAK XBOPO-
0u Ta Mpu MOBHI# perpecii BOTHUILL ypaxKe€HHS 3TiTHO 3
pe3yJbTaTaMu YJIbTPa3ByKOBOTO Ta PEHTI€HOJIOTTYHO-
IO CKPUHIHTY.

PE3YJIbTATU TAIX OBrOBOPEHH4

Ha mincraBi kJ1iHiYHMX posIBiB, MOpdoricTooriy-
HOi Ta iMYHOJIOTIYHOI XapaKTepPUCTUKU MYXJIMHHOTO
cyoctpary y 7 xBopux i3 CXH BcTaHOBJIEHO TaKi Bapi-
antu HXJI: nimpo6nactay (JIBJI) y 1 (14,3%) nawienra,
nudysny B-senukoxiitunay (IIBBKJ) y 5 (71,4%) ni-
teil. B 1 niBunnku 3 AT 3a pe3yabrataMu aBTOIICIT JTiM-
oMy oxapakrepusoBaHo sk HXJI nudpysHy, 3 BETUKNX
i MaJIMX KJIiTUH (AUB. Ta6. 1).

XBopi 3 cuHapomomM HiiimereH manu TUNoBi heHo-
TUIIOBI O3HAKM: KpaHiodauiaabHi aHoMaii (MiKpolie-
(damis, «mraxonomioHe» o6MMYYs), BifcTaBaHHS y (i-
3UYHOMY PO3BUTKY. Y 3 miTeli BigMivaay 3MiHM Ha IIKipi
Y BUIJISIAI BITUTITO Ta TUISIM KOJBOPY «KaBU 3 MOJIOKOM»,
a B | miBYMHKU — eJleMeHTH Ticopiaszy. Cepen iHILIMX
Bal, xapaktepHux st NBS, Tparisumics: cnHaakTvmis
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Ta KIIMHOMAKTUIIIS (2 XBOpUX), rinorasist Hupku (1 ma-
Ii€HT). XapaKTepHUMU 1T IUTUHY 3 AT Oyu TIposiBu
MPOTPECYIOUOi LIepeOpaibHOI aTaKCil, TeJIeaHTieKTa3il Ha
IIKipi Ta KOH IOHKTUBAX, TUISIMU TiMO- Ta TilepIirMeHTa-
wii. lepekTn KITMHHOI Ta T'yMOpaibHOI JJAaHOK iMyHiTe-
Ty AiaTHOCTOBAHO Y Beix xBopux i3 CXH.

Tsxkuii 3araabHUIA CTaH NALlIEHTIB JOCIiIHOI Ipy-
MY BiAMIYEHO MpU rocmiTatizauii y crauioHap i3 migo-
3poro Ha HXJI, 1110 O6ys10 3yMOBJIEHO IPOsSIBAMU ITyXJIMH-
HOI iHTOKCHKallii (6 XBOpMX) Ta 03HAKaMM iH(EKIIHHUX
ycKJIagHeHb (4 miteit). HeraitHoi cMMIToMaTUYIHOI iH-
TEHCHBHOI Teparlii BUMarajiv 3 Maii€HTiB, SKIX OJIpa3y
rocHiTanizoBaHo y peadimauiiiHe BigniieHHs JIOJCKII.

Jlokanizaitist mepBUHHOTO YpaXXeHHS (IUB. Tab. 2)
npu HXJI mana nepeBaxkHo HONAJbHUI XapaKTep: Iepy-
(epnuni rpynu JIB 1a cenesinka —y 7 (100%) nawieH-
TiB, JIB uepeBHOI mopoxkHUHU — y 3 (42,9%) aiteir. ¥V 5
(71,4%) xBopux aiarHoctoBaHo 36inbiieHHs JIB cepe-
TIOCTiHHSI, 1110 y OLTBIIIOCTI BUTIAKiB CYIPOBOIXKYBaI0-
s SIBUILIAMY 31aBJIIOBaHHS (CMHIPOM BEPXHBOI ITOPOXK-
HUCTOI BeHU, TUXaJIbHA Ta CePIIeBO-CYIMHHA HETOCTaT-
HiCTb). Y KiCTKOBOMY MO3KY BUSIBJIEHO aTUTIOBi KJIITUHU
(mimpoodmactu Tuny L1/L2 3a FAB-xiacudikaiieo)
y 1 (14,3%) xnonuuka 3 1iM(bOOIaCTHUM BapiaHTOM
HXJI. Cepen excTpaHOOATIbHUX BOTHUIL, HaityacTillie
BiZ3HauaIy ypaxeHHs rnedinku — 6 (85,7%) naliieH-
TiB, JleTeHeBOi TKAHWHM Ta ieBpu — 4 (57,1%) xBopux.
B 1 (14,3%) nutuHu coHorpadiyHO BUSIBJIEHO iHDITb-
Tpaiito HupokK. Y aiBunHku 3 JIBBKJI xBopoba maHi-
¢ecTyBaja osiBo1o yTBOPY B HOCOBIM TOPOXKHUHI 3 IT0-
JAJIBIIVM YpakeHHsIM neprudepnanux JIB, indinsrpa-
1Ii€10 KiCTOK HOCA Ta TBEPAOTO MigHEOIiHHS.

3a pesyabTaTamMu KJ1iHIYHOTrO0, JabopaTopHOro (aHa-
JIi3 MTYHKTATiB KiCTKOBOI'O MO3KY Ta CHMUHHOMO3KOBOI pi-
JIMHM) Ta iHCTPYMEHTAJIBbHOTO 00CTEXEeHHS OYII0 TIpo-
BeJeHO PO3IOIiJ MAlliEHTIB 10 CTamisX 3a Kiacudika-
uieto S.B. Murphy [16]. Binblricts cTaHOBWIN OiTH 3
III cragiero po3noBCIOAKEHHS JiM(MPOMHOIO Mpolecy
(85,7%), y 1 xsormuuka miarHocroBaHo IV cTamiio xBo-
po6u (14,3%).

Ha yac BctaHOBI€HHS AiarHO3Y 3MiHU B iepudepuy-
Hill KpOBi MepeBaXKHO CTOCYBATIUCS iMyHOJOTIYHUX O~
KasHuKiB. Jleiikorenis (0,8—2,3%10°/1) BusisieHa y 2
(28,6%) xBopux, aimdbouutoneHis —y 3 (42,9%) aireii.
Tsxki cynmyTHi iH(peKiiHI yCKIaTHEHHS CIPUIUHWIN
po3BUTOK JieiikouuTo3y (12,7—30,9%x10°/1) y 3 (42,9%)
Mali€eHTiB. Y BCiX BUITaAKaxX CIIOCTEPiraju MopyeHHs
HOPMAJIbHOTO CITiBBiTHOILIEHHSI MKk OCHOBHUMU I10-
MYJSILISIMUA Ta CYONTOMYJISALIIIMU iMyHOKOMIETEHTHUX
KkiitH. Y 5 (71,4%) XxBOpUX AiarHOCTOBAHO pi3Ke 3HU-
KeHHs piBHiB IgA ta IgG, a Bmict IgM yTpumyBaBcs B
Mexax HopMmu. [imoxpoMHy aHeMito (KOHLIEHTpaLIisl re-
Mor106iHy 85—95 r/1) cnoctepiranu y 2 (28,6%) miteid.
TpoMbonuToneHito 6e3 KIiHIYHUX TPOSIBiB TeMOpariy-
HOTO CUHIAPOMY (KilbKicTh TpoMGouTiB <150% 10°/1)
Bim3HaueHo y 2 (28,6%) xBopux. B 1 (14,3%) nutuHU
KiJIBKIiCTh TPOMOOIIMTIB OyJia B MeXXaX HOpMaJIbHUX Be-
nnuuH (150—-300%10° /n), ay 4 (57,1%) xBopux nepe-
BuinyBana 300X10%/1 (380—631x10°/1).

OPUTUHAJIbHbBIE MCCITELOBAHUA

IToxa3Huk mpomidepaniiHol MyXJIMHHOI aKTUB-
HocTti (JIII') mepem moyaTKoM IIMTOCTATHYHOI Tepa-
nii 6yyio BU3HaueHo y 3 xBopux. Y nutunu 3 JIBJI pi-
BeHb akTUBHOCTI JIII' yrpuMyBaBcs B MexaX HOPMU
(225—450 MO/n). ¥ 2 mauienTiB i3 JIBBKJI moka3zHuk
JIAT oyB Bucokum (878 ta 1149 MO/n).

Baxumse miclie y miarHOCTUYHOMY TIpOLIECi Iocina-
J1o MOpGOJIOTiYHE OCTIIKEHHS LIUTONIOTTYHUX Mperapa-
TiB (BiZOUTKIB IMyXJIMHHOI'O CYOCTpaTy — 6 XBOPUX, OCaLy
KJTITWH TIJIEBPaJIbHOIL pilvHU — | AUTHHA) Ta TPOBEICHHS
iMyHO(EHOTHUITOBOTO aHai3y. BusiBnenHs y 6ionciiiHo-
My Marepiaji OTHOTUITHUX KJIITUH, MOP(MOJIOTiYHO T10-
HiOHUX A0 JimMdobaacTiB npu rocrpiit JiMdoonIacTHil
neiikemii (I'JIJT) (L1 Ta L2), 6yau mimcraBoro 3amigo3pu-
™ JIBJI B 1 nutunu. I1pu LuTonorivHOMY JOCTiIKEeHH1
MpernapariB-BiIOUTKIB MyXJIMHHOTO CyOCTpaTy pPellTH i~
Tei crocTepiraau moaiMop¢Hi KITITUHU BEIUKUX PO3Mi-
PpiB, 3 6a30(iTLHOIO IIUTOIIA3MOIO Ta O3HAKAMU aHAILIa-
3ii. B ruieBpaibHOMY eKCynaTi aTUMOBUX KJIITUH He OyJI0
BusiBjieHo. O0’eM MaTepialy, OTpMMAaHOTO TIpU MyHK-
LiliHii Giorcii HankmounyHoro JIB y xBopoi 3 AT, O0yB
HENOCTaTHIM [JIs1 LIMTOJIOTiYHO1 Bepu(ikallii JiarHo3y.
VY 2 Bumangkax IUTONOTiIYHI MpenapaT¥ KOHCYJIbTYBAIU
y PedepeHTHiii 1abopatopii imyHouuToorii IHcTuTyTY
eKCITepUMEHTAJIbHOI ITaTOJIOTi1, OHKOJIOTII i pagio06iono-
riiim. P.€. Kaseupkoro HAH Ykpainu (mpocecop J1.D.
I'nmy3man). B ogHoro 3 iMx nauieHTiB peepeHTHUIA Tie-
perisia BiTOUTKIB IMyXJIMHU, MperapariB KiCTKOBOTO MO3-
Ky Ta LMToXimMiuHe gociimkeHHs (PAS-peakiist, peakiii
Ha KUCIy HecrieludivyHy ectepasy i Kuciy ¢ocdartasy)
KJIITUH JTiM(OMU Majiid BUpIlLIaJIbHEe 3HAYEHHS Y BEpU-
(ikartii nimbobmactHoro Bapianta HXJI.

TicTonoriuHe noCaiKeHHsI CyOCTpaTy, OTpPMMaHOTO
npu 6ioncii nepudepnunnx JIB, mposeneHo y 6 XBopux
(85,7%). Y 4 niteit MopdoricTosiorivHa KapTuHa OyJia
TUITOBOIO 1151 BeIMKOKJIiTuHHOTO Bapianta HXJI. I1ep-
BUHHI FiCTOJIOTIYHi JiarHO3M Y iHIINX 2 Malli€eHTiB Oy/Iu
XUOHUMMU: NiMpoma XomKKiHa Ta Audy3Ha JiMm¢poma 3
BEIMKMX i MaJIMX KIiTUH. Y nepiioMy Bumnagky HXJI
(JIBBKJI) BepudikoBaHo micys aBToricii. Y 2-ro mnaiti-
eHTa niarHo3 JIBJI rpyHTyBaBcsl, SK 0OTOBOPEHO BUIIIE,
Ha pe3yJibTaTaX HIMTOJOTiYHOro Ta IMTOXiMiYHOTO aHa-
JIi3y cyoctpaTHuX KiitTuH. Jugy3ny HXJI 3 Benukux i
Manux KiaiTiH (3a Working Formulation) miarHoctoBa-
Ho y nuTuHMU 3 AT 3a pe3ynbTaTaMM MaToJOro-aHaTo-
MIYHOTIO JOCJIiIXKEHHS TIPU aBTOIICII.

IMyHOLMTOXIMIUHE TOCTIIKEHHS AHTUTEHHOTO ITPO-
imo kniTvH cycniensii JIB y 4 mireit i3 JIBBKJI minTBep-
nuio ixHe B-miHiliHe moxomkeHHs. IMyHoricToximMiu-
Huli aHai3 (1 maiieHTKa) BUSIBUB €KCIIPECio aHTUTCHIB
CD45 ta CD30, 1110 XapaKTepHO JIJIsl aHATUTACTUYHOI Be-
JIMKOKJTITUHHOI JTiM(OMM, a HASIBHICTh Ha TOBEPXHEBUX
MeMOpaHax antTureHa CD20 cBimunia rmpo HajlexKHiCThb
no B-xmituHHOro pamy. SIk moBimoMisioTh A. Reiter
iW. Klapper [19], CD30* myxiIiHUT 3 ypaKeHHSIM Ma3yx
HOca, TUTIOBOIO JJIs1 aHATUIACTUYHOI BEJIMKOKJIITUHHOIL
nimMmpomu (ABKJT) Mmopdoriorieto KIIiTUH, aje iMyHO-
(peHOTHTIOBOIO B-TiHIITHOIO XapaKTepUCTUKOIO, HaJle-
Katb 1o rpynu JIBBKJI, anannactuunuii Bapiant. Lleii
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K MOP(MOJIOTiYHUIA PO3MOIiT BitoOpakeHo y Kiracudi-
kauii BOO3 (2008) [2].

Tepaneprnuna takTuka mpu HXJI wiei rpynu naiieH-
TiB BignoBsinanaa ymoBaM riporokoiry BEM-rpynu (bepiin-
®pankpypT-MioHcTep) B Mogudikaitissx NHL-BFM-95
ta HXJI-ATJIJTY-2000. LluTocTatnyHe AiKyBaHHS JUTUHU
3 JIBJI 3aiiicHIOBaIM 32 TAKUMU X MPUHIIUIIAMU, SIK i TPU
I'JUI: mpotokon 1, mporokon M 3 4oTUpUpa30BUM BBe-
JEHHSIM METOTpeKcaTy B 1o3i 1 r/m2, mpotokort 11, onpo-
MiHEHHSI TOJIOBHOTO MO3KY, MiATpUMYBajbHa Tepartisl.
Bucokonozosi koporkoTtpusaii Kypcu I[TXT (6noxku CC,
AA, BB, CC, AA, BB) Bxomuiu 10 mporpaMu JTiKyBaHHSI
JIiTel 3 BEJTIMKOKIIITUHHUMMU JliMpomMamu.

LuTtocTarnany Teparriro posmodatoy 5 (71,4%) ma-
ieHTiB. Y 2 (28,6%) XxBOpUX TepMiHAJIbLHUIA CTaH, 3y-
MOBJIEHU I IIPOSIBAMMU ITyXJIMHHOI iIHTOKCHKALIii Ta BaxkK-
KUMMU iHEKUisIMA 3 TUXATbHOIO i CeplieBO-CYAUHHOIO
HEIOCTATHICTIO, He JO3BOJIMB IIPOBECTHU CIIeIIU(piuHE
JlikyBaHHS. LIuTocTaTUYHY Teparito MOYMHAIM 3 MiHi-
MaJIbHUX 103 npeaHizonaony (nmpu JIBJI) ta nekcamera-
3ony (ipu JIBBKJI), BpaxoBytoun HeOe3IEKy pO3BUTKY
CUHJIPOMY TOCTPOTO JIi3UCy MyXJIMHHOI Mach. 30ib-
IIEHHS 1000BO1 103U KOPTUKOCTEPOIMHUX MpenaparinB
Ta BBEACHHS iHLIMX LIUTOCTAaTUYHUX 3aCO0iB BigOyBa-
JIOCh 32 HOpMaJIbHUX JJabopaTOPHUX MTOKA3HUKIB (ce-
YOBMHA, CEYOBa KUCJIOTa, KpeaTUHiH, Kajiil, KajabLlii,
docdop) Ta aneKBaTHOMY Aiype3i.

2 XBOpUX IIOMEPJIH ITiC)IS 3aBepIIeHHS Mpeda3u Ta
nepiuoro 6;oky ITXT y pe3yabTaTi TSXKKUX iHGbEKILH-
HUX YCKJIagHEHb (THEBMOHisI, THEBMOTOPAKC, EHTEPO-
naTisi, BUpa3KOBO-HEKPOTUYHMI CTOMATUT, MigHeOiHHA
HOPWIIS) Ta BUCHAXKEHHS BiTATbHUX (PYHKIIIHN. Y 4-piu-
Horo xjuonuuka 3 JIBBKJI micist nposenenux 6okiB CC
Ta AA perpecis yxJIMHU He Binoynacs. Tepamis mopsi-
TyHKY (610K ICE) B KOMGiHal1lii 3 puTykciMaboM TeX He
nana 6axkaHoro pe3yJibTaty. JluTrHa rmomMepJia Bifg mpo-
rpecyBaHHS JiM(pOMU.

VYV 2 (28,6%) mallieHTiB HIMTOCTATUYHY Teparriio
MPOBEIEHO i 3aBeplleHo ycrimHo. Xmonyuk i3 JIBJI
OTpHMaB MOBHUI Kypc MpOoToKoJbHOI Teparii (NHL-
BFM-95) 6e3 penykiiii mo3 ximiomnpermapatiB. Pemi-
cito miarHocToBaHO Ha 33-¥i IeHb JiKyBaHHsS. B mocT-
LIMTOCTAaTUYHOMY IepioJli BiI3HAUYEHO TSXKKi BUPa3K0-
BO-HEKPOTUYHI CTOMATUTH, 3 TIPUBOLY YOrO TUTUHA
OoTpUMyBaja KOMOiHalii aHTUOAKTEpiaJlbHUX Ta MPO-
TUTPUOKOBUX 3aco00iB. Ilepionun maHUMTONEHIl y Hel
Oy KOPOTKOTPUBAJIMMU i KOPEKILii HE MOTPeOyBaIIU.
OrnpoMiHeHHS TOJJOBHOTO MO3KY B CyMapHiii 1o3i 12 I'p
YCKJIATHEHHSIMM HE CYTTPOBOIXKYBAJIOCS.

Jutuna 3 JIBBKJI orpuMyBaia 6J04Hy Tepariio
srimHo 3 mpotokonom HXJI-ATJITY-2000 mis tepa-
neBTuyHoi miarpynu R3. Ilicas apyroro 610Ky (AA)
JiarHoCcTOBaHO peMmicito. [lepebir HOCTUMTOCTATUUHO-
ro Tepiony YCKJIamHIOBABCS TSKKMMU BUPa3KOBO-He-
KPOTUYHUMU CTOMATUTAMU, EHTEPOIATISIMM Ta ITOSIBOIO
BiIKPUTOI paHU PETPOPEKTATILHOTO IIPOCTOPY 3 NeheK-
TOM CTiHKU MPSMOi KMILIKH, a TTicJIs 5-10 610Ky — pO3-
BUTKOM HEKPO3Yy M’SIKMX TKAaHWH KYITPHUKOBOI AUTSTHKH.
KoHcunsipHo BUpillieHO 3aBepIIUTU XiMioTepareBTHY -

He JIIKyBaHHSI i He TPOBOIUTU OCTaHHI! (IIOCTUIT) OJIOK
BB. INoTy:xHi aHTHOaKTepiaJibHi Ta TPOTUTPHUOKOBI ce-
pEeOHVKU IUTHUHA OTpuMyBaja oe3nepepBHo. Ha downi
MOCTLHMTOCTATUYHOI ITAHIIUTOITIECHIi 3aCTOCOBYBAJIN CTH -
MYJIITOPH JIEUKOITOE3y, MPOBOIUIN TpaHCDY3ii epUTpo-
LIMTapHOI MacH Ta TPOMOOKOHLeHTpaTy. Ha choromHini-
Hilf IeHb 1 OiT¥ nepedyBaloTh Y TpuBajii pemicii (11
Ta 7 POKiB BiIIIOBiITHO).

B ocHoBi cunapomy HilimereH nexuTs nedekT reHa
NBS1 (HoBa Ha3Ba NBN), siKuii TOKa1i30BaHUI y KO-
poTKomy ruiedi xpomocomu 8q21 [4, 31]. IlepBuHHO
NBS 0yB TpaktoBanuii sk Bapiant AT (VI tun AT),
BpaxOBYIOUHM MOIiIOHICTh IXHiX 03HaK: (PeHOMEH TiABH-
11I€HO1 JIJAMKOCTi XpOMOCOM, KOMOIHOBaHUI iMyHOI€E-
(iuuT, rinepyyTIMBICTb 10 iOHI3al[iHHOTO BUIIPOMiHIO-
BaHH# [4, 29]. [Ipote neBHi (heHOTUITOBI BiIMiHHOCTI
(Mikpouedaris, xapakrepHa AU3Mopdist 00IMYYsI, Bifl-
CYTHICTb IPOrpecyou0i MO30YKOBOI aTaKCii) i pe3ysibTa-
TU TeHETUYHMX AOCTiIKeHb 103BOJUIMN BUAiIUTA NBS
SIK OKpeMY T'eHHY naToJiorito [4, 17]. BiablLicTb XBopux
i3 NBS Maioth c10B’dHCBbKe IOXOIKEHHS, BHACIIIJOK
4Oro HaioiIbLI mowmmpeHa Mytariis 657del5 rena NBS1
(95% xBOpWX) OTpUMAaJIa Ha3BY «CJIOB’STHCBKa» [3, 4, 17].

3a pe3yabpTaTaMy TEHETUYHOTO TECTYBaHHS MyTallii
657del5 rena NBS1 B KOHTUHIE€HTI 310POBUX HOBOHAPO-
JIKEHUX YacToTa rerepo3urotTy Yexii cranosuia 1: 130,y
TMonpmi 1:253, a y 1bBiBCBKil mormyisiiii Ykpainu 1:182
[30]. BizmoBigHO 10 ILOTO OYiKyBaHA YaCTOTa CHHAPO-
my Hiiimeren Ha JIbBiBIIMHI HopiBHIOBasia 1:133 Tuc.
HOBOHapomxeHux. Kou X po3paxyHOK 30iHCHUIN 3a
yacToTol0 BeprdikoBaHux BunankiB NBS, BoHa BusiBu-
Jracsl 3HaYHO BUIIOIO i craHoBuIa 1:34 106, a rerepo3n-
TOTHMX HOCIiB — 1:95 HOBOHapomkeHnux [1]. Orpuma-
Hi pe3yJbTaTy y3roJKYyIOThCs 3 TOKa3HUKAMU MiBHiY-
HUX i cximHMX paiioHiB Benbkonombcki (1:76—77) [33]
Ta MicueBocTti HoBu CoHu, TepuTOpiasibHO HaOIMXKe-
Hoi xo JIeBiBmmHM (1:90) [30]. Taka mopiBHSIHO 3HaYHA
MoIIMpeHicTh MyTallii 657del5 rena NBS1 Bkasye Ha il
BipOTimHO BaroMy poJib B IeHe3i reMaTOOHKOJIOTiYHO1
3aXBOPIOBAHOCTI JUTSYOTO BiKY B PETiOHi.

[opsn 3 TunoBolo MyTariieo 657del5 onucaHo e
oym3bKo 10 iHmmx myTaniii reda NBS1 (iepeBakHO Jie-
JIellii), ajie BOHU TPAIUTSIIOThCS PiKO i MOXKYTh aCOLLiI0Ba-
THUCS 3 BUPAa3HUMU HEBPOJIOTIYHMMU MTOPYIIEHHAMU [22].

Ha xineus 2009 poky B YKpaiHi IiarHOCTOBaHO
30 BunankiB NBS, nepe6ir sikoro y 7 (23,3%) xBopux
YCKJIAIHUBCS PO3BUTKOM OHKOJIOTiYHOI MAaTOJIOTII.
3a noBinomieHHaMu MixHapoaHoro Ta IToabcbKkoro
pPEECTpiB, YaCTOTa BUHMKHEHHS 3J105IKiCHUX HOBOYT-
BopeHb y miteit 3 NBS e Bumia (40—53%) [4, 17]. Ie-
peBaXkaloTh MyxJIMHMU JTiMdoigHoro moxomkeHHs: [T,
HXJI, nimdpoma Xomkkina [13, 26]. OnmcaHo mooauHo-
Ki BUITaJKU TOCTPOI Mi€JIOIAHOT JeiiKeMii, MioMU, Me-
HiHrioMU, MeayJ100JacTOMU, pabaoMiocapKOMHU, Io-
Hago0JaCTOMM, paKy KMIIKMU Ta capkomu FOinra [5].
VY winomy, piBeHb pO3BUTKY 3JI0SIKiCHUX HOBOYTBOPIB Y
nanieHTiB i3 NBS y 50 pa3iB Buiuii 3a cepeIHbOIIOITY-
JAUiiHUM, npudyomy JiMmdbomu BUHMKatoTh y 1000 pa-
3iB yacriuie [3, 4, 13, 17].
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AHAaJIi3 po3Io/Iily OHKOJIOTTYHOI ITATOJIOTii B TPEeICTaB-
JIeHil rpyIIi AiTei BiAIOBiga€e BitOMOCTSIM JOCTYITHOI CBi-
TOBOI JIITEPATYpH: y BCix 7 xBopux miarHoctoBaHo HXJI.
Y cTaTTi OAaHO XapaKTepUCTHKY Jiniiie 6 xBopux i3 NBS,
SIKi 6e3mocepeAHbO TiKyBaJUCs Y TeMaTONOTiYHOMY Bifl-
ninenni JIOACKIJI. BignosinHoT MEMUYHOI JOKYMEHTa-
1Iii 111010 IIECTUPIYHOI AiBYMHKH, Y SIKOI TiarHOCTOBAHO
HXJI i ixa nomepsia 3a MiclieM ITPOKUBaHHS (CXilHi 00-
Jacti Ykpainu), mu He Maemo. e B 1 nutunu 3 NBS Bu-
HMK reModarolMTapHui JiMOoricTiolMTO3 i3 IeTaIbHUM
HacJIiaKoM (11ei BUTIAIOK OIMcaHo paHiire) [7].

AT xniHiuHO XapaKTepu3y€EThCS IIPOTrPECyIOUOIO 1ie-
peOpanbHOIO aTaKCi€l0, HASIBHICTIO TeJleaHTieKTasiii Ha
KOH’IOHKTMBI Ta IIKipi, Tilo- Ta rineprirMeHTOBaHUX
TUTSIM, TiNepYyTJIMBICTIO 10 i0Hi3aliifHOTO BUIIPOMiHIO-
BaHHSI, KOMOiHOBaHMM iMyHOIE(]DIiIIMTOM Ta CXUITBHICTIO
JI0 PO3BUTKY OHKOT€MaTOoJIOTiYHUX XBopo0. AT BUHUKaE
BHacIinoK myTtauiil reHa ATM (ataxia-teleangiectasia
mutated), TjokanizoBaHoro 11q22—23 [24, 29]. bausbko
0,5—1% Bci€i nomyJsiLii TIOACTBA € TeTEPO3UTOTHUMU
HOCISIMM LIOTO reHa. XapaKTepHUX KJIiHIYHUX IIPOSIBiB
TaKke HOCIificTBO He Mae [25], uIire 3 BIKOM 3pOCTa€ pH-
3UK PO3BUTKY illIEMiYHO1 XBOPOOU CEPIIS Ta 3MOSTKICHUX
HOBOYTBOPiB, 0COOJIMBO paKy MOJIOUHOI 3ajio3u [14].

YacToTa po3BUTKY OHKOJIOTIYHOI IMaTOJIOTIi y Talli-
eHTiB 3 AT BnBiui MeH1a, Hix mpu NBS (1:8) [8]. Ce-
pen 20 xBopux 3 AT, 3apeectpoBanux y JIOQCKIJI, nuie
B 1 (5%) mutunu giarnoctoBaHo JABBKJI. TTpu AT ne-
peBaxkHO BUHMKAIOTh T-KIITUHHI TiMpOMU Ta JieliKe-
Mii, y Toi1 yac sk ipu NBS HaliuacTilie giarHocTyoTh
B-xutitnnHi BapianTu [8, 29].

binku, mo koxytotecsi reHamu ATM ta NBST (ATM-
MPOTEiH Ta HiIOPUH BiAINOBiAHO), OEPYTh Y4acTh Y Bill-
HOBJIEHHI po3puBiB aBonaHuorosoi JHK, sxi Bunu-
KaroTh K y pe3yabTaTi dizionoriunux mpouecis (V(D)
J-nnepedymoBu y T- i B-nimpornrax), Tak i eK30re HHIX
(ioHi3auiiiHe BUMIPOMiHIOBaHHS) MOIIKOIXEHD [5, 15,
24, 32]. BigcyTHiCTb TOBHOLIIHHOTO OijIKa MPU3BOIUTH
JI0 30iJbILIEHHS KiJIbKOCTI XpOMOCOMHUX aHOMaili Ta
HaKOMUYEHHSI MyTaHTHUX KIiTUH. OKpiM TOTO, TIOpY-
meHHs penapatlii JIHK ciprunHioe aHoMaibHe GyHK-
IIIOHYBaHHS iIMyHOKOMITETEHTHUX KJIiITUH i MOPYIIIEeH-
H$1 iIMYHOJIOTiYHOTO HAIISIAY. Y Ci repepaxoBaHi (pakTo-
PY 3yMOBJIIOIOTH PO3BUTOK OHKOJIOTTUHOI IATOJIOTi1 ITpU
NBS ta AT. Cepen 31059KiCHUX HOBOYTBOPIB IepeBaska-
I0Tb ITYXJIMHY JiMQoinHoi TkaHuHy [13, 27, 29]. Tenes
PO3BUTKY OHKOJIOTiYHMX XBOpoO ripu BJIM ta A® momi-
OHuiA. BianoBinHi reHHi MyTallii 3yMOBJIIOIOTb XapaKTep-
HY KJIiHiYHY CUMITTOMATUKY Ta CXWIbHICTb 1O BUHUK-
HEHHSI 3JI0SIKiCHUX ITyXJIMH: JTiMdoM, JeiiKeMii Ta Kap-
uHoM Tipu BJIM; Mie1onucIIacTUUHOrO CUHAPOMY Ta
roctpoi MieaoimHoi aeiikeMii mpu AD [20, 26, 32]. 3a-
JIMIIAETHCS HE3PO3YMINUM, sIKi (haKTopH Oe3rnocepe/-
HBO BUKJIMKAIOTh PO3BUTOK ITyXJIMH Y TPYITi XBOPHUX i3
CXH, ocCKiTbKM KOPEISIiiTHOL 3aIeXKHOCTI MiXK TSIXK-
KicTI0 iMyHOIeGbIUTY a00 HEBPOJIOTIYHUX MOPYIIEHb
Ta MOSIBOI0 HOBOYTBOPY He noBeneHo [10].

IMopymenHs npouecis penapartii JIHK y xBopux i3
CXH acomuitoeTbed i3 3HmkeHHSIM piBHIB IgG Ta IgA.

OPUTUHAJIbHbBIE MCCITELOBAHUA

KonueHrparis IgM 3HaxoouTbesl B MexXax HOpMU abo
JIelllo il mMepeBUIIyeE, a 3aMicHa Teparisi BHYTPillIHbO-
BEHHUMHU IMYHOIJI00YJIiHAMU MTPU3BOAUTH OO MPUTHI-
YeHH4 oro npoaykiii. [IporpecuBHUIA picT piBHSA CH-
poBaTkoBoro IgM y XxBopux 3 iMyHOIe(MILIUTOM, SIKi HE
OTPUMYBAJIU 3aMiCHY Teparlilo, BiI3HayaJiu 3a HasiB-
HOCTI XpOHiIYHO1 BasKKO KOHTPOJIbOBaHOI iH(eKIIii [18].
IToni6HuMit heHOMEH OMmMcaHo y 16 MoNIbCHKUX Malli€H-
TiB i3 NBS, y 10 3 gakux pi3ke miaBUIlIEHHS MOKa3HU-
KiB IgM cynpoBomxKyBanocst po3BUTKOM B-KITITHHHMX
Jnimpom [18].

3 ornsamy Ha pe3yabTaTh OTPUMAHUX TOCHiIXKEHbD,
MOHITOPMHT PiBHSI cMpoBaTkoBoro IgM 3a BincyTHOC-
Ti 3aMiCHOI Tepartii Moxe OyTH MapKepoM paHHbOI dia-
rHoctuku JiMmpom nipu CXH, 3okpema npu NBS.

BpaxoByroun Halll JOCBi Ta MMOBiITOMJICHHS 3aKOp-
JOHHUX KiiHiK, mikyBaHHs HXJI y miteit i3 CXH mox-
JIuBe i MOXe OyTU e(DeKTUBHUM 3a TOTPUMAHHS TEB-
Hux yMoB [12]. OueBUAHO, 1Ii XBOPi BUMAararoTh pe-
IYKIIii 103 LIUTOCTAaTUKIB Ta 3MiHU PEXUMY BBEICHHS
XimionpenapariB, BpaXxoBYylO4Md HeOe3IeKy MyTareH-
HOTO e(PeKTY i pO3BUTKY TSKKIUX TOKCMYHUX Ta iH(EK-
HiltHUX ycKitagHeHb. He peKoMeHIyeThCS BUKOPUCTO-
BYBaTU ajiKiIylo4i mpemnapaTu, eninoaodiloTOKCUHU,
a Jio3a MeTOTpeKcaTy He OBMHHA MepeBullyBaTu 1 1/
Mm? [18, 23]. BibluicTh aBTOPIB MPOMOHYIOTH 3MEHIIH -
TH 03U IIUTOCTAaTUIHMX CEPEIHUKIB Ha MEPIINX eTa-
nax ITXT, a moganbmmii 06’eM Tepalrii BU3HAYaTH 3a-
JIEXXHO Bill 3araJIbHOTO CTaHy MalliEHTa Ta HasiBHOCTI
yckiagHeHb [18]. [TonbCchKi BUGHi HAroJIoMIyOTh, 110
JIIKyBaHHST OHKOJIOTIYHOI ITaTOJIOri] y L€l Tpymnu mari-
€HTIB e(peKTUBHE JINIIIE TTPU J031 IUTOCTATUKIB HE MEH-
e, Hix 80% Bin npoTokobHOro piBH [11]. HebGesme-
Ka PO3BUTKY TSXKKUX iH(PEKIIHHUX yCKITaAHEHb Ha (POHi
MPOTOKOJIBHOTO JIIKyBaHHSI BUMarae mocTiiHOro aHTH -
0akTepiaJIbHOTO Ta MPOTUTPUOKOBOTO CYIIPOBOAY, KO-
PeKllil iMyHOJIOTIYHOIO CTATYCY LIJISIXOM 3aCTOCYBaHHSI
BHYTPIITHbOBeHHMX iMyHOIToOYmiHIB (IVIG). I1amien-
TaMm i3 CXH He peKOMeHI0BaHO MPOBOAUTHU MPOMEHE-
BY Tepallilo, BpaxOBYIOUM MiABUILEHY UyTJIUBICTb iX KJi-
THH 0 iOHi3aliiitHOTO BUIIpOMiHIOBaHHS. KiiHiuHNMET
HacJIiIKaMU BIJIMBY OCTAHHBOIO € TSKKi HEKPOTUYHI
JNEPMATUTU Ta racTpoe3odaritu, SKi MOXYyTb MaTH Jie-
TaJibHe 3aBeplleHHs [18].

VY niteit i3 B-HXJI posrisinaeTbesi MOXIIUBICTD 3a-
crocyBaHHSI MKAT no CD20-anTureHa — putykciMaoy
B 1-11 niHii Teparmii y moemHaHHi 3i ctangaptHoro [IXT
3MEHILIeHOI iHTeHCUBHOCTI. LI KoMOGiHallis JIiKiB Mae
BUCOKUIA IIMTOCTAaTUYHUI €(DEKT i HU3bKY TOKCUYHICTb.
IIpoTe Mo3UTUBHUIA JOCBiA 3aCTOCYBaHHSI PUTYKCiMa-
Oy JOBEIEHO JINIIE V JOPOCIUX, e(PeKTUBHICTh OCTaH-
HBOTO Y JiTeil HemocTaTHLO BUBUYeHa [9]. KombGiHalis
Mabrepu ta I[TXT (6510k ICE) y nociinxyBaHOi IMTUHU
He naya 6axkaHOoTro pe3yabTaTy, IPOTe pPOOUTU BUCHOBKU
3a OJHUM CIIOCTEPEXKEHHSIM HEKOPEKTHO.

OCKiJTbKY Ha CHOTOIHIIIHIN IeHh HEMAE BilIOBII-
HUX TTpoToKouiB misd aikyBanHg HXJI y miteit i3 CXH,
LIMTOCTaTUYHA Tepallisl BUMarae o00B’sI3KOBO1 KOPEK-
Lii 3 iHAUBIAYaJbHUM TiAXOAOM 10 KOXHOTIO Malli€H-
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Ta, BpaXyBaHHSM TSDKKOCTI CTaHY Ta BiIMNOBIiAi Ha MO-
TIepeaHE JTiKyBaHHS.

BUCHOBKMU

1.V niteir i3 CXH (NBS, AT) crioctepiraeTbcs mif-
BUIIIEHA CXUJIbHICTb 1O BUHUKHEHHSI OHKOJIOTiYHOI
MaToJIoTii, 0cO0IMBO JiMGOITHUX HEOoIIa3ill; yactoTa
HXJ1y xBopux i3 NBS cranosuts 23,3%, npu AT — 5%.

2. Tsxxkicth kiiHiuHoro nepediry HXJI y xBopux
i3 CXH 3ymoBieHa HasBHICTIO CYMYTHIiX iH(PEeKIIHHIX
yCKJIanHeHb Ha (DOHi KOMOiHOBaHOTO iIMYHOAEDILIUTY,
III0 BUMAra€e IMOTYXKHOTO aHTHOAKTEePiaTbHOTO, TIPOTH-
IPUOKOBOI0 3aXUCTY Ta KOPEKI1Iil iMyHOJIOTIYHOT'O CTaTyCy.

3. Huroctatmune mikyBanHs HXJI y miteit i3 CXH
MOXJIMBE Ta e(beKTUBHE MPU iHAUBIAYIbHIN KOPEKIIil
J103 Ta peXX1MiB IPOTOKOJILHOI Teparlii y CTOPOHY 1X 3HU-
>KE€HHsI, BpaXOBYIOUM MYTareHHY Ta iMyHOCYIIPECUBHY
IIi10 LIMX Mpenaparis.

4. BripoBamXeHHSI HOBUX MeTOiB JiKyBaHHs HXJI
(3actocyBanHss MKAT) y miteit i3 CXH Bumarae mo-
JaJIbIIOTO BUBYEHHSI.
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NON-HODGKIN’S LYMPHOMAS
IN CHILDREN WITH CHROMOSOME
INSTABILITY SYNDROMES

O.1. Kozlova, L.V. Kostyuchenko, R.S. Polishchuk,
H.V. Makuch, I.P. Cimbalyuk-Voloshin, O.1. Dorosh,
0.0. Troyanovska, L.L. Skoropad, O.1. Stepaniuk,
O.1. Kupchak, Y.Y. Romanishin, G.R. Akopian,
V.E. Loginsky

Summary. The analysis of pathogenesis and signs of
non-Hodgkin’s lymphomas which arose up in 7 children
on a background chromosome instability syndrome is
presented (Nijmegen breakage syndrome — 6 patients,
ataxia-telangiectasia — 1). As a result of clinical,
morphological and immunological researches of ftumour
substrate a lymphoblastic ymphoma is diagnosed in a
1 child, diffuse large B-cell ymphoma in 5 patients,
from large and small cells in 1 case. Treatment was

OPUTUHAJIbHbBIE MCCITELOBAHUA

conducted according to protocols of BFM-group (NHL-
BFM-95/NHL-DGLLU-2000). Two patients died to
beginning and 2 on the first stages of chemotherapy from
complications of tumour process and heavy concomitant
infections, 1 patient — as a result of tumour progression.
Specific therapy was effective for 2 children which for
today are in continuous remission (11 and 7 years).

Key Words: chromosome instability syndrome,
Nijmegen breakage syndrome, ataxia-telangiectasia,
non-Hodgkin’s lymphoma, program polychemotherapy.
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