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[peacTasneHo pigkicHWIA BUNALOK OHKOremarosiorivyHoi natonorii B AUTAYOMY Billi — MOELHAHOrO EKCTPAHOLYNAPHOr0 YPAXKEHHS HUPOK i LEHTPanbHOi
HEpPBOBOI CUCTEMU HErOAKKIHCHKOK NIMOMOK 3 NOBHUM OLy)XaHHAM AUTUHN NICNS PAHHLOTO PELMANBY XBOPOOU.
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BeTtyn

HCI‘O/I)KKiHCbKi simpomu (HIJT) — 1ie mimponposiche-
paTUBHI 3aXBOPIOBAHHS, SIKI BUHMKAIOTh YHACJiJIOK
KJIOHATbHOI Tpanchopmarii B- yn T-kiitun na neBnux era-
nmax ix gaudepentiamii Ta XapaKTepHU3yIOThCS PO3MAITTIM
MOPGOJIOTIYHOT CTPYKTYPH, IMYHOTICTOXIMIYHUX 0COOJIHBO-
creil, BIINOBII Ha JIKyBaHHsI, 1Iepebiry 3aXBOPIOBAaHHS Ta Pi3-
HUM TIPOrHO30M. Ll HO30JI0TiS BUPI3HAETHCS CTPOKATICTIO
KJTIHIYHUX MTPOSIBIB, 110 3aJI€3KUTh BiJl JIOKAJi3allii Ta po31oB-
CIOJKEHOCTI IyXJIMHHOTO TpoIiecy. 3a3BUyail TIepBUHHO ypa-
JKYIOTBCS JIiM(bATUYHI BY3JIM Ta OpraHu 3 JiM(OiTHOIO TKAaHU-
HOIO: ceJie3iHKa, MUT/IAJINKH, KicTKoBUiT Mo30K. [Ipore mosa
gimpatmunnvu Bysaamu HIJL MokyTh mepBUHHO ypaskaTu
opraHd, B SKNX 3a3BWYali HeMma€ JiM(OIIHOI TKaHWHMU.
Ii Bumanku 06'€AHYIOTh y IPYILy €KCTPAHOIAYJISIPHUX JIiM-
domM, dKki, 32 JaHUMU PI3HUX ABTOPIB, CTAHOBIATH Bim 20
no 34% ycix HIJVI [1, 6, 7]. Haituacrime 3 103aBy3J10BUX
crpykryp HIVI okanisyeTbes B MIIYHKY, TOHKOMY KUITEYHU-
Ky, 1Kipi, nentpanpHiit Hepsosiii cucremi (ITHC), pixme —
y KiCTKaX, JIeTeHsIX, MOJOYHIN 3a/1031, MUTOMOAIOHIH 3271031,
M'SKUX TKaHWHAX, TeHiTajisgX, opOiTi, CAMHHUX 3aJ103aX,
JOJIATKOBUX Ta3dyXax HOCA, IMe piame — y TJIeBpi, Hau-
HUPKOBUX 3a71032X, Tevinili, Hupiti, cepii [1, 11]. 3a nanumn
[Tigmy6Hol Ta criBaBTOpiB, y 15% XBOpPHX CHOCTEPIraeThest
YpaKeHHsI IBOX Ta GLIIBITIE MO3aBY3I0BIX OPTaHiB OHOYACHO [3].

Excrpanonymapuna HIJI moske nanexxatn 1o pi3HUX TicTO-
JIOTTYHUX TUITIB, MATU Pi3HI MOJIEKYJISIPHI aHOMaJIii, IpoTe Oijib-
LIICTh BUMNA/IKIB Ma€ B-KiliTMHHE MOXO/KEHHS, TO/L K YacTKa
T-KJTITHHHUX € HE3HAYHOIO Ta CTAaHOBUTL 4—5% [3, 7, 9, 12].

Jliarnoctuka HIJI 060B'A3K0BO Ma€ BKJIIOYATH TiCTOJO-
riyHe Ta iMyHOTICTOXIMiUHe AOCIIIPKeHHA Ty XIUHU, OCKIJIbKI
IMyHOTICTOTHII € BUSHAYAJIBHUM JJIst BEOOPY TIPOrPaMK XiMio-
Teparii, MaKCUMaJIbHO eheKTUBHOI [IJIsT IHOTO Ti/IBapiaHTy
3axBopioBauHs [1]. HIJI autsdoro Biky XapaKTepmayeThCs
BUCOKOArpeCUBHUM MepebiroM 3i MIBUAKOK reHepaslisallieto
MIPOIIECY, YACTUM ypaskeHHsIM KicTkoBoro Mo3ky Ta [ILHC [1].
ToMmy 0cOBIMBO PETETBHO CJTiJT IPOBOIUTH CTaiFOBAHHS JIiM-
bomu 3 MeTOIO BUSIBJIEHHSI YCiX BOTHUIN YPa)KEHHS, a B
MOJAJbIUIOMY — JUId MOHITOPMHIY IIOBHOTU pemicii, i3
000B'SI3KOBUM 3a/Ty4eHHSAM METO/IB Bidyasisallii, s’k KOMII'0-
tepHa Tomorpadisg (KT), maraiTHO-pe3onancHa Tomorpadis,
MMO3NTPOHHO-eMiciiiHa Tomorpadi |1, 8].

3a JiTepaTypHUMM JAaHUMU, YUHHUK €KCTPAHO/YJISPHOTO
ypaxkenus ue roripirye nporuo3 npu HIJI [1, 6, 9]. Cepen
HECIIPUATINBHUX ITPOTHOCTUYHUX (PaKTOPIB IPU €KCTPAHOLY-
sgapuitt HIJI BuaiisatoTh: miABUIEHUI PiBEeHD JTaKTaTAETiIPO-
renasu (JI/IT'), Besuky myxJImHHY Macy, HassBHICTb CUMIITOMIB
iHTOKCHKAIii, B Ta GisbIle eKCTPaHOAATBHUX 30H YPasKeHHS
[6]; M0 TpOrHOCTMYHO CHIPUATINBUX BiHOCSATH PaHHI CTail
3aXBOPIOBAHH, JIOKAJII3AI[I0 eKCTPAHOLY/ISIPHOTO YPasKeHHS
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B IIUTYHKY YW KiCTIIi, Bi/[CYTHICTh CHMIITOMIB iHTOKCUKAIIIi Ta
HopMasnpHUi piBers JI/IT [6].

Taxum ynHOM, paHHS a/leKBaTHA /iarHOCTUKA Ta CTa/ilo-
BanHsa HIJI Ta cBoeyacHo npusHavyeHa rnporpaMHa XimMiorepa-
mig (XT), sokpema mpotokonbHe JikyBanus HIJI mimeripkoi
rpynn BFM, 1aiots 3MOTY JOCSITTH TIOBHOTO OZLy’KaHHs 75 %
mireit [1].

Xoua HIJI € TpeTboto 32 4aCTOTOIO IMyXJIUHOIO B IUTSIYO-
My Bimi micas setikemiit Ta myxsama [{THC [3], Bona € moBouri
BpaxoByioun pigkicTb maToJIOTii, IIpeiCcTaBIeHO BUIMATOK
noexnanoro ypakenus Hupok ta [ITHC y piBunnku-migmiTka
3 excrpanoxysipHoo HIJIL.

Kniniynuit BUnazox

TpunaaugTUpiyHa IiIBYMHKA FOCITITATI30BaHA /10 TIe/[iaTpuy-
Horo crarionapy K3JIOP 3YC/IMII, 3i ckapramu Ha 6iJ1b TOJI0-
BU Ta IMOIEPEKOBOTO BIILTY CIIMHE, NepiogndHy heOpuibHy
rapguky. 3 aHaMHe3y BiZIOMO, 110 JUTHHA XBOPiJa BIIPOIOBK
OCTAHHBOTO Micslld, IO TlepelyBaB rocIiTastizallii, KoJau 3' aBu-
JIuch BUIIe3azHaveHi ckapru. /o jikaps He 3BepTasach, KOIHO-
To JiKyBaHH: He oTpuMmyBana. [Ipu rocmitamisariii cran XxBopoi
OLIHEHUTT SIK CePeHbOTSKKIN. J[iBUMHKA 3BUUAlTHOT Ti00Y 10~
BH, 33/I0BIJIbHOI BijzkBY (Maca Tijia — 57 Kr, 3pict — 173 cm).
IkipHi TOKpIBY YnCTi, TepUbepiiiHi JiMbOBY3IH He 36iTbIIe-
Hi. [emognnamika ta auxanHs 3agoBinbHi. [lynasec — 84 yn./xB.,
aprepianbuuii Tuck — 140/90 mm prt. ct. [leuinka Ta cenesinka
He 36impieni. Cumnrom ITacTepHalibKOro cabono3uTHBHINA
aniBa. Jliypes 30epesxkenuii, npossiB au3ypii ta nepudepiliHux
HaOpsIKiB He Gys0. MeHiHTeabHi 3HAKY Bi/ICY THI.

Y remorpami mpu rocmitamisamnii: eputporutu (Ep) —
4,11 T/n, remornobin (I'6n) — 125 r/n, neiikouutu (JI) —
6,8 T/n, neiikorurapna dopmya: eosunodisu (e) — 5%,
nmannaKosaepHi neirrpodimm () — 1%, cerMmeHTOsIIEpHi Hefi-
tpodinu (¢) — 44%, nimborutu (1) — 35%, MOHOTIUTH (MOH )
— 15%, tpombormru (Tp) — 485,0 I'/a, HIOE — 25 mm/ro1;
6ioxiMiyHi TTOKa3HWKM: 3ar. 6inipy6iH — 7,7 MKMOJIb/JI,
AJIT — 18,2 MO/a, ACT — 23,0 MO/xn, xpeaTunia —
174,7 mxmoun/n1, ceuoBuna — 10,0 MMob/J1, 3arajibHuii
6imok — 86,9 1/, XomecrepuH — 5,55 MMOJIb/JI, cedoBa
kucnora — 318,0 mrmosnn/n, dochop — 1,9 Mrmosb/7,
K — 3,8 mmourn /1. ITIK — 153 ox (mopma 10 108 ox.). Y mipo-
TeiHorpaMi He3HauHe migBuieH s dpakiiiit ol i a2 raodyri-
HiB. 3araJjibHuii aHali3 cevi B HOPMi, 32 BUHSITKOM BUSIBJIEHUX
caiais Ginka ta rinocrenypii (mroma Bara 1010). Anaunis ceui
o Heunmopenky B HOpMi. B anamnisi cedi 1o SUMHHUIIBKOMY
crocTepiraiach Jiniie Tinoi3ocTenypis 3 KOJAMBAHHAM IIUTO-
moi Baru 1005—1009.

ConorpadiuHo crocrepiraiucst 3HadHo 36iabImeni o6uaBsi
HUPKHU po3Mipamu 148 MM Ha 72 MM 3a paXyHOK aKyCTHUYHO
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MOTOBIIEHOI 3 MiJABUINEHOI0 EXOTeHHICTIO HEOJHOPiAHOI
napeHxiMu, B SKiil BizyasisyBainch MHOKUHHI CyOKaICyJisip-
Hi rinoexorenni 30uu po3mipamu 10—15 MM, KOPTHKO-MOJTY-
JgpHa audepenIianis HUPOK Pi3KO MOPYIIEHA, TIOPOKHUCTA
CHCTEMa CTHUCHYTA, Karcyja HUpok ymurimbHeHa. Ii 3minm
MOJKHA PO3IIHUTH K O3HAKN HEDPUTY.

EKT — y nopmi. PeoEl: o3Hakm BHyTpilIHbOYEpEITHOT
rimeprensii.

[IpoBezneno audepentiitny AiarHOCTUKY MixX mieToHedpH-
ToM (ceya 1pu GAKTEPIOJIOriYHOMY JIOCIIIIPKEHH] CTepHJIbHA),
BOBUYAKOBUM YPKCHHSAM HUPOK ((haKTOP CUCTEMHOTO BOBUAKA
ne BusBienuii). He 3maiifleno »ojHOTO BOTHUINA iHQEKILI.
IIpore B AUTWHU TEPIOAMYHO cIIOCTEpiraBcs (hebpuiiTer,
JIETIOU] apTPaITii B KOJIHHUX Ta TOMIJIKOBO-CTOITHUX CYT/I00aXx.
[TapaxminiyHO B AUHAMIIL IIPY TMPAKTUYHO HOPMAJIBHIN ypo-
rpami Ta 36epeskeHOMY Jilypesi HapocTasa a30TeMist (KpeaTuHiH —
214,7 MKMOJIb/JT), 3HWKEHHST KIyOOuKoBOi (hismbrpartii — 1o
53,3 MJI/XB Ta KaHaIbleBOI peabcopbuii — 10 97,6%, yrpumy-
Bastacs rinepdocdaremist, Hapoctasa auctiporeinemis (IIIOE —
44 mm/roft., 0.2 robyniau — 17%), npore Baopmysasucst [ITK
(76 on.), komriement C3 Ta C4 B HOpM.

AnTnGaxTepiiiHa Tepartis aMOKCUIIIJIIHOM 1 KJIapuTpOMi-
HOM GyJia HeeheKTUBHOIO.

Yepes aBa TUKHI BiJl 1OYATKy TOCIHiTasi3allii 3 METOIO
nudepeHIiitHol 1IarTHOCTUKY 3 TJIOMepyJI0He(PUTOM BIKOHA-
HO TOHKOTOJIKOBY Oiorcito Hupku. [icrosoriute ta ricroxi-
MiYHe JOC/IKeHHs GI0NTaTy IIPOBEAEHO B YHIBEPCUTETCHKIi
Koinini Ilatosorii B micti Jleen (bBenbrist). BucnoBok:
HeroKKiHCchbKa JimMmdobiacTHa aiMdoMa 3 NPeKypcopiB
B-xmitun 3 imyHodenotumom  CD45+, CD10+,
CD19+,CD3,CD4-,CD5-, CD20-, CD99-, TdT- abo rocrpa
simdobaactra neitkemis (IJ1JT) 3 mpekypcopis B-kiriTu.

[licia orpumaHHS pe3yJbTaTiB TiCTOJOTIYHOTO [OCITi-
JUKEeHHsI GionTaTy HUPKU AUTHHY HePeBeeHO A0 BillieHHs
reMaToJIOr, Jie TIPOBEAEHO 000CTEKEHHS 3 METO IiATBED-
JKEHHS J1iarHO3y Ta BUABJEHHS YCiX MOKJMBUX PETriOHIB
ypaskeHHsI JTiM(MOMHUM TpoIlecoM. BUKOHAHO KiCTKOBOMO3-
KOBY ITyHKIIIIO, Mi€JorpamMa BifITIOBi/jaa BiKOBiil HOPMI, IO
3anepeunsio giaraos [VIJI.

KT rpyaHoi KJiTKH Ta rosoBu — 6e3 0COOJUBOCTEN.

V aikBopi: 6isok — 0,132 r/u1, peakuis [Tanai — caabomno-
3UTHBHA, IINPO3 — 5 KITUH Y MM3, MOP(hOJIOTIsT KT THH Bi/IITO-
Bigtasa jgimbobaacram Tuiy L1.

TakuM 4yMHOM, y JIBUMHKM JIiarHOCTOBAHO €KCTPAHO/LY-
JIIPHY HErOKKIHCHKY JiiMbobaacTHy JiM(pOMY 3 MPEKypco-
piB B-xuitun, IV cranis 3 ypakennsm vupox i [ITHC.

Onpasy 1ic/ist 3aBeplleHHs CTailoBaHHs JiM(bOMHU JAUTH-
ni posnovyaro XT 3rigao 3 nportokosom [ mporpamu HIJI
JATJUTY 2001 (mommdikoBanuii mpotokon BFM s miky-
BaHHSI HETOKKIHCHKOI JtiMobacTHOl simMpomu). Bike Ha
JecaTy 100y Teparii mpeHi300HOM Ta OHOTO BBEEHHA BiH-
KPUCTUHY Ta JOKCOPYOIMHY BHOPMYBAJIUCS IOKA3HUKU
CEYOBMHU Ta KPeaTHHiHy, COHOTpadiuHO 3MEHIIUINCH Y PO3-
Mipax HupKu 10 116 Mm Ha 60 MM, IepBUHHO onucaHi cyOKar-
CYJISIPHI TiITOeXOTeHHI YTBOPU B HUX 3MEHIINJINCH Y KIJIbKOCTI
Ta PO3Mipax i BTPATUIN YiTKiCTb.

Comnorpacdiuna kaptuHa HIPOK (iX po3Mipu Ta CTPYKTypa)
MOBHICTIO BHOPMYBaJIUCh Ha 33-il JeHb JIiIKYBaHHS 3TiHO
3 nporokosom | mporpamu HIJI ATJIJIY 2001. Jliksop
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canyBaBCs BiJ 6JIACTHIX KJITUH BIKE TCIST EPIITOTO iHTpaTe-
KaJIbHOTO BBEJICHHS TPUILIETY IIMTOCTATUKIB (METOTpeKcar,
IATO3ap Ta MPEIHI30I0H ).

XBopa orpumana XT 3rigno 3 mportokosom I, M (mo3a
metotpekcary 1 r/m2) ta II, a takoxk onpominennst [[THC
y TepaneBTuuHiil 1031 18 Ip, micist yoro Gysa posnodyara
nigrpumyBasiba XT 6-MepKanTomypuHoM i METOTPeKcaToM
yepes por.

UYepes 22 mic. micasa nocaruenns | moBHoi pemicii na doni
migtpumyBaabaoi XT y AnTwHW AiarHOCTOBaHO paHHIN
i30s1bOBaHUN KicTkKOBOMO3KOBUI peruan HIJI, kainidyHuMmn
[POSIBAMU SIKOTO OYJIM 3arajibHa CJIabKiCTh, OCAIITIT, TOMipHIA
ITKIpHUH TeMOoparivHuil CHHAPOM MiKPOIMPKYJISITOPHOTO
Tumy (merexii Ta ApiGHI eKXiMO3U rOJIOBHO Ha HUKHIX KiHIIiB-
kax). JlimouposideparuBuuii cungapom OyB BiacyTHIN. 3a
noriomoroio MetoziB Bizyamizarii (Y 3/] ta KT) 3amepeueno
YPaKEeHHS ITyXJIMHHUM IIPOIIECOM OPTaHiB IPYyAHOI KIITKH Ta
yepesa. Y 3/] HUPOK BiAMOBiam0 BiKOBIi HOPMI.

¥ remorpami BUSIBJIEHO TPUIIAPOCTKOBY IUTOIEH 0: Ep —
3,10 T/m, T6r — 98 v/, JI — 1,8 I'/a1, neiikonurapna Ghopmy-
ga:e — 3%, n — 1%, ¢ — 12%, n — 76%, mon — 8%, Tp —
81,0 [/, LIOE — 32 mm/Tox.

BioximiuHuii anasis Kposi Ta yporpama — 6e3 0coOJIMBOCTEN.

Y wmiesorpami Ha 4ac JiarHOCTUKU PEIUANBY BUABJICHO
74% Gnactaux kiaituH i3 Mopdosorieio L1, imyHoderorumn
AKUX OyB IIEHTUYHUI TIEPBUHHO JOC/IKYBAaHUM OJacTam i3
6iontary Hupok (CD45+, CD10+, CD19+, CD3-, CD4-,
CD5-, CD20-, CD99-, TdT-). Jlikop y II rocrpomy mepiozi
6yB IHTaKTHHII.

I moBHa pemicia gocsATHYTA JIKYBaHHSM 3Ti/THO 3 TPOTO-
kosiom II mporpamu HIJI JITJIJIY 2001 (rinka JjikyBaHHS
HEeroKKiHChbKOI  siMdobiactHol  gimdpomu). Ockimbku
POJIMHHOTO JIOHOpA /I TPAHCIIJIAHTAIll KICTKOBOTO MO3KY B
JNIBYMHKU HE BUSBUJIOCH, TO Il KOHCoJiganil pemicii 6yJio
o6pano migrpumysaabiy XT st TJLJI 3 BECOKOI rpy1iu pusu-
Ky 3rigHo 3 Moudikosanoio porpamoio Nowy York [5]. lis-
qUHII OyJI0 TIPOBEAEHO ABAHAMIATH 56-meHHnX Kypcis XT,
10 BKJIIOYAJM TIPE/IHI30JI0H, BIHKPUCTUH, IHKJI0(GochaH,
acraparifasy, IIUTo3ap, ajpiaMilliH, MeToTpeKcart, TioryaHiH,
TPUILJIET IIUTOCTATUKIB iIHTPaTEKAIbHO.

3arampHa TpuBaTicTh Tepanii permauBy HIJI cranosuia
35 micsiB, apyra pemicist y xBopoi TpuBae 13,5 poky.

Ha cporopnimHiil eHb KOJWUIIHIN HAIi€HTI BUIIOBHU-
Joch 28 POKIB, BOHA HAPOJMJA 3[0POBY JIBYMHKY yepes
9 poxis mics 3aBepienns XT i3 mpusoxy HIVI

BucHoBku

Exkcrpanonynspua HIJI € pigkicnoro natosiori€io B uTs-
YOMY Billi, 0COOIMBOCTI KJIIHIYHUX [IPOSIBIB SIKOI 3a/1€5KaTh Bi/l
JIOKaJIi3aitii maToJOTI9HOTO TTPOTIECy.

[iarnoctuka excrpanoayJsspHoi HIJI mae Bkiouyatn
ricTOJIOTiYHe Ta IMyHOTICTOXIMiUHE JOCJIi/PKEHHS Ty XJIUHHO-
ro cyGerpaTy 3 000B'I3KOBUM 3a/ly4eHHSAM METO/IIB Bigyasiza-
1T 77T CTa/IiI0BAHHS 3aXBOPIOBAHHS Ta MOHITOPUHTY ITOBHO-
TH peMicii.

3anopykoio eheKTUBHOTO JIIKYBAHHS €KCTPAHOMLYISPHOL
HIVJI € panns giarnocTuka, ajiekBaTHe CTAJII0BAHHS Ta CBOE-
JacHO posmouaTa mporpamMHa X T BiOBigHO /10 iMyHOTiCTO-
Tuiy JgiMmpomu.
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Extranodal non-Hodgkin's lymphoma of childhood

1.P. Cymbaliuk-Voloshyn

Danylo Halytskyi National Medical University, Lvov, Ukraine

Communal Enterprise of Lviv regional council

«Western Ukrainian Specialized Children's Medical Center», Lviv, Ukraine

Summary. We present a rare case of oncohematological disorder in childhood — non-Hodgkin's lymphoma with combined extranodular involvement
of kidney and central nervous system (CNS), with complete patient recovery after early disease relapse.
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