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MeTa — BM3Ha4UTK 0CO6MBOCTI AiarHOCTUKM HeNpodibpoMaTosdy B AiTell Ha OCHOBI KMiHIYHUX Ta FiCTONOMYHUX METOLIB 06CTEXEHHS.

MNauienTn Ta meToau. MpoBEJEHO PETPOCMEKTUBHUIA aHani3 35 icTopili XBOpo6 AiTell, XBOPUX HA HelpohibpomaTos 1 Tuny, L0 3HAXOAUANCA HA NiKyBaHHI
B OHKOremartonoriYyHomy BiafineHHi BiHHMLbLKOI 06nacHOT AMTAYOI KNiHIYHOI nikapHi, Bikom Big 1 Ao 17 pokis 3a nepiog 2009-2016 pp.

Pe3ynbTaTh. BusHa4eHHs renepHuX Ta BiKOBIUX 0COBANBOCTEN HeNpohibpomMaToady B AiTel NoKa3ano, Lo nepeBaXHo Ha HeMpodibpomaTos XBOPiOTb fiB4aTka
Bikom 7-11 pokiB (44,44+4,0%). Y KNiHi4Hin KapTuHi y 25 (71,4+5,6%) fiTeit 3 Helipochibpomarosom 6ynu nirMeHTHi nnamu. Y 15 (42,8+4,9%) piteit
nanbnyBanucs LWKipHi HelMpodibpomu y BUrIAAi MyxNMHONOLIGHUX YTBOPEHb KYNonaoBUAHOI hopmu. Tnioma 30poBoro Hepea fiarHoctysanaca y 10 (29,0+4,6%
nauienTi i3 Herpodhibpomato3om 1 Tuny, nepeBaxHO B AiTeit A0 6 POKiB, fKa KMiHIYHO MPOSBAANACA NPONTO30M, SHWKEHHSM FOCTPOTW 30py. AHania
CMazikoBOCTi NoKasas, Wo 22 (62,9+5,6%) AITMHW Manu 06TsXXEHY CNagKoBiCTb. B ofHiel AMTUHYM 3 Henpodhibpomatosom 1 Tuny AiarHocTyBasca rocTpui
NiMc0611aCTHNIA NENKO3, LLe B OJHIET AUTUHWN — IHTPAMeAYNIAPHA NPUMITUBHA HEMPOEKTOLepMalbHA MyX/nHa.

BucHoBku. MpoBeaeHi JOCNIMKEHHS CBig4YaTb NPO HEOOXiAHICTb AOCKOHANOro BUBYEHHS OCOBMMBOCTEN KNiHIYHOrO nepebiry Heipodibpomarosy B AiTell.
3axBOPIOBAHHS Mae BUCOKWIA CTYMiHb (PEHOTMMOBOI Pi3HOMAHITHOCTI, BKMOYAE BPOKEHI Badu LLUKipW, HEPBOBOI CUCTEMW, CITKiBKW, KICTKOBOI CMCTEMM
Ta BUCOKNIA PU3UK PO3BUTKY 310KICHIX HOBOYTBOPEHD, L0 YCKNAZLHIOE Nepe6ir 3axXBOPOBaHHA, NOTPe6Yye CUCTEMHOI MeAKAMEHTO3HOI KOpekLii (y ToMy 4uchi
NpoBefieHH: XimioTepanii) Ta, HepigKo, XipypriYHOro BTPYHaHHS.

Knto4oBi cnosa: Helpohibpomaros, NpUMITUBHA HelipoeKToaepManbHa nyxnuHa, aitu.

Clinical features of neurofibromatosis type 1 in children: association with primitive neuroectodermal tumor
V.M. Dudnyk, V.G. Furman, V.V. Demianyshyna
National Pirogov Memorial Medical University, Vinnytsia, Ukraine

Objective: to study clinical features of neurofibromatosis in children on the basis of clinical and histological methods.

Material and methods. We performed a retrospective chart analysis of 35 children aged from 1 to 17 y.0. with neurofibromatosistype 1 who were on inpatient
treatment in the hematological department in Vinnytsia Regional Children's Clinical Hospital during 2009-2016.

Results. The determination of gender and age characteristics of neurofibromatosis in children showed that girls aged from 7 to 11 are mostly affected by neu-
rofibromatosis (44.44+4.0%). The disease manifested by pigmented spots «cafe-au-lait» in 25 children (71.4£5.6%) and palpated dermal neurofibromas
in 15 children (42.8+4.9%). Optic nerve glioma was diagnosed in 10 (29+4.6%) of patients, predominantly in children under 6 years of age, clinically present-
ed with proptosis, reduced visual acuity. The analysis of heredity showed that 22 children had relatives with neurofibromatosis. One child with neurofibromato-
sis was diagnosed with acute lymphoblastic leukemia, and one child had an intramedullary primitive neuroectodermal tumor.

Conclusions. Our research indicated the need for a detailed study of the peculiarity of neurofibromatosis in children. The disease has a high phenotypic diver-
sity, including the congenital malformations of the skin, the nervous system, the retina, the skeletal system, increased risk of malignant tumors, which com-
plicate the course of the disease. Variety of clinical signs requires systemic drug therapy, including chemotherapy, and often needs surgical treatment.

Key words: neurofibromatosis, primitive neuroectodermal tumor, children.

Knununyeckne ocobeHHocTn Heipocubpomatosa 1 Tuna y feTei: accounauus
C NPUMUTMBHOI HEMPOIKTOAEPMANbHO ONyX0JbHo

B.M. Byanuk, B.T. ®ypmaH, B.B. AemsHunHa

BWHHUUKNI HAaUMOHANbHbIN MEeANUNHCKUIA YHUBEpcUTeT umenn H.U. Muporosa, YkpanHa

Llenb — onpeaennts 0CO6EHHOCTI ANArHOCTUKI HeliponépomaTosa y feTeil Ha 0CHOBAHNW KNMHUYECKMX W TUCTONOMMYECKUX METOLOB 06CNeL0BaHNS.
NauueHTbl U meToAbl. [PoBEAEH PETPOCNEKTUBHBIN aHanu3 35 nctopuin 6one3Hu feTel, 60MbHbIX Hellpodubpomatosom 1 Tuna, B Bospacte ot 1 go 17 ner,
KOTOPbIE HAXOAUNNCH HA CTALNOHAPHOM JIeHEHWUI B OHKOreMaTonornyeckom OTAeNeHun BUHHILKON 06MacTHOM AETCKOW KNNHUYECKOW 60NbHULLI B NEPUOA
2009-2016 rr.

Pe3ynbTatbl. OnpefeneHne noaoBbIX 1 BO3PACTHbIX 0COOEHHOCTEI HelipodhnbpomaTosa y AeTeld, COrNAcHO AaHHbIM HALWWX UCCNEA0BaHMIA, NOKa3ano, 4To
HenponépOMaTo3oM NMPenMyLLECTBEHHO 60NET AeBOYKM B Bo3pacte 7-11 net (44,44+4,0%). Knunuyeckas KaptuHa 3a6onieBaHns XapakTepu3osanach
Hanuunem y 25 (71,4+5,6%) neten naTeH LBeTa «Kode ¢ MonokoM», y 15 (42,8+4,9%) AeTer nanbnmpoBanuch KOXHble Heliponopombl. [Mrmoma 3puTenbHOro
HepBa auarHoctuposanack y 10 (29+4,6%) naumeHToB, NPenMyLLECTBEHHO Y [ieTeil 40 6 NeT, KOTopas KIVHUYECKU NPOsiBNAnach NponTo30M, CHIKEHNEM
3peHus. AHanu3 HacnefCTBEHHOCTM nokasan, 4o 22 (62,9+5,6%) pebeHka WMenu OTATOLLEHHYIO HACNEACTBEHHOCTb W MOMAYYUNAN MYTAHTHbIA FeH OT
poautenei. Y 0fHOro pebeHkKa ¢ HempodubPOMaTo30M LMArHOCTUPOBACA OCTPLIA NUMEOONACTHLIA NENKO3, eLle Y 0OHOr0 pebeHKa — UHTpaMeaynspHas
NPUMUTUBHAR HENPO3KTOEepPManbHas 0nyxofb.

BbiBoAbl. [poBEAEHHbIE MCCNEA0BAHUS CBUAETENbCTBYOT O HEOOXOAMMOCTU Yriy6neHHOro W3y4eHus 0COOGEHHOCTel Helipodmbpomatos3a y [AeTeil.
3aboneBaHne MMeeT BbICOKYH CTeNeHb (DEHOTUMNYHOIO Pa3HO06PA3US, BKITHOHYAS BPOXKAEHHbIE MOPOKU KOXM, HEPBHOI CUCTEMbI, CETHATKN, KOCTHOI CUCTEMbI
11 BbICOKWIA PUCK BOSHUKHOBEHWS 3M0KA4eCTBEHHbIX HOBOOOPA30BAHUIA, YTO YCNOXKHAET Te4eHNe 3a601eBaHNs, TpebyeT CUCTEMATNYECKON MEeANKAMEHTO3HOA
KOpPpeKLMM (B TOM YnCrie NPOBEAEHNE XUMNOTEPANNK) U, HEPELKO, XUPYPrUYeCKOro BMeLLaTenbCTaa.

Knioyesbie ¢noBa: Heipohnbpomartos, NPUMUTUBHAS HEiPOIKTOLEPMANbHAS OMYX0Nb, [ETH.
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BcTyn
3aCTocyBaHHH BUCOKOIH(OPMATUBHUX Me-
TO/IIB JIIaTHOCTUKM B TPaAKTUIl JiKapsd
3arajbHOl TPaKTUKU Ta IejaiaTpa Jajio 3MOTy
301/IBIIUTH YACTOTY BUSIBJICHHST HEHPOdiOpoMaTo-
3y B giteil. Heitpodiopomaros (HD) € naiibinpir
TIOTNUPEHUM CHAJKOBUM 3aXBOPIOBAHHSAM 3 ayTO-
COMHO-JIOMiHAaHTHUM  THUIIOM  yCIaJKyBaHHS.
Yacrora sunazakis H®1 cranosurs Bix 1:2500
1o 1:3000 noBoHapomkennx, Toi sk HMD2 ta msa-
HOMAaTO3 3ycTpivaerbcst 3 uvactoroio 1:25000 —
1:100000 roBOHapomxenux [4, 17, 19]. 3axBopio-
Banns Bkiovae 3 popmu: HO1, HDO2 ta mBano-
maTo3. HO1 — naiinommpenimmii THI cepe ycix
Ta BIIOMUIT TaKOK SIK nepudepiitnnii abo Kaacuy-
Huii. HO1 — waiibinpmr BigomMuil (akomaros,
SKWI Ma€ BUCOKUU CTYHiHb (PEHOTUTIOBOI Pi3HO-
MaHITHOCTI Ta BKJIIOYA€E BPOJUKEHI Bajau IIKipH,
HEPBOBOI CUCTEMH, CiTKiBKH, KiCTKOBOI CHCTEMH
Ta 6araro iHIIMX MPOSIBIB, SIKi YCKJIQIHIOOTh Jiar-
HOCTUKY Ta JIIKyBaHH [4].

3axBOPIOBaHHS 3yMOBJIEHE MYTalli€l0 B TeHi
H®1, akwuii 3naxonutbest va 17q11.2 xpomocomi
Ta Kojye Oinok Heiipodiopomin. Ileit ren MicTUTDH
57 ex3oniB i 6mm3bko 280kb renomiunoi JJHK Ta
SIBJIIETBCSI TE€HOM, JIe BiIOYBa€ThCsl HaibisbIma
KIJIBKICTh CIIOHTAHHUX MYTaIlill cepeji yChOTO
soncbkoro renomy [19]. ¥V 50% Bumnaakis 3axBo-
PIOBaHHSI IIE€PEAAETHCS Bijl XBOPUX OATHKIB AiTSAM,
ane B iHmmx 50% yciX BUIAAKIB — Il MyTallis
de novo. llenerpauthictp reny mpocsirae 100%
10 5-PiYHOTO BiKY.

HeiipodibpoMin € cymnpecopoM TyXJWH Ta
EKCITPECYETHCS B 0araThOX KJITHHAX, 31€6iTIbIIOTO
B HEPBOBUX KJITWHAX, KJIITWMHAX TJiii, IIBAaHOB-
CBbKUX KJITMHAX Ta B MOJOIUX MeJTaHOIMTaXx.
[Leit 61TOK TaKOK € PETYAATOPOM aKTHBHOCTI Tya-
HosuHTpudocharazu (GTPase-activatingprotein,
GAP) i cityXuTh perysisiTopoM CUTHAJIB JIJIST TIPO-
gidepartii Ta guepentiartii [6].

CuHTe3 MaToI0riyHOTO HEepohiOpOMiHy 3yMo-
BJIIOE TIOPYTIIEHHS OT0 (DYyHKITIH Ta TPUBOIUTD /10
HEKOHTPOJIbOoBaHOI Tposidepartii. IIBanoBCHKI
KJIITHHE B HelpodiOpoMax, MEJAaHOIUTH B TLIsI-
Max <«KaBM 3 MOJIOKOM» MaiOTh MyTailii B 000X
anensx HD1, prirowyatoun BpoKeHi Ta HaOyTi
COMATUYHI MyTallii, i BBa)KalOTbCSI TMEPBUHHUMU
MyXJUHHUMU KJITUHAMU B iX BIITOBIIHIN HIKip-
Hilf MaHidecTartii.

H®1 — ue kiiHIYHUNA AiarH03, KU BCTAHO-
BJTIIOETHCSI HAa OCHOBI MIarHOCTUYHMX KPUTEPIiB,
BusHauenunx y 1987 p. Hamionanmpaum [HeTUTYTOM
3nopos's (NIH), i3 Hux 7 OCHOBHUX, 3 SKHUX
2 kpurtepii MaoTh OyTH BUSBJIEHI B Talli€HTa:
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6 Ta Oisbie TJIAM KOJHOPY 3a THUIIOM <«KaBa
3 MOJIOKOM» >5 MM Y JliamMeTpi B miperybepraTi abo
>15 MM y micasimybepraTHOMY Tiepiofii; 2 Ta 6ijb-
e HelipodibpoM Oy /ib-sikoro Triy abo 1 miekcu-
dhopmHa HellpodiOpoMa; BECHSIHKK Y MaXBUHHUX
Y{ TAaXOBUX JiJGHKAX; TJIioMa 30POBOTO HEPBA;
2 ta Oinbiie Bysauku Jlilma, ypaskeHHS KiCTOK,
Taki sIK AMCILIA3is KPUJI KIUHOBUIHOI KicTKU abo
BUTOHYEHHS KiCTKOBOI KOpU 3/0€3 IICeBI0apTPO-
3y; HasgBHicTb Y poauHi xBopux Ha HD1 poxamuis
nepinoro nopsiaky (6arbku, cubinry, aitn) [4, 8].

[li miarnocTuyHi KpUTEPii € BUCOKOcTeudiv-
Humu st gopocsux i3 HD1, ame BpaxoByiouw,
0 B PAaHHLOMY BiIli, 0COOIMBO 10 8 POKIB, CUM-
NTOMU MOXKYTb Ile He TPOSBUTUCI, BOHU He
€ BHCOKocrenudiuHuMu s aiteii. PeTpocrek-
TUBHI pocimxkents 6m3bko 1900 xBopux HD1
MOKa3aJIu, 110 B 46% criopajinyHux BUIIA/IKIB jiar-
HOCTWYHI KpUTEPIil He BUABIsINCA 710 1 poxy, Xoua
10 8 POKIB BiANOBiAHI KpuTepil Oy/M BHUSBIIEHI
y 97% xBopux, a 1o 20 pokiB — y 100% [4].

[Ikipna manidecraris HD1 € BupimaabHOIO
03HAKOIO JIJIS I[bOTO MYJIBTUCHCTEMHOTO 3aXBOPIO-
BaHHA. O3HaKM MMITMEHTAallll MKIipu — TJISAMU
KOJIbOPY «KaBU 3 MOJIOKOM», BECHSTHKU B TTAXOBUX
Ta TMAXBUHHUX CKJAJKaX, TeHepasi3oBaHa Timep-
HirMeHTallis, MyXJWHHI yTBOPEHHS Ha IMIKIpI —
mKipHi Helipodibpomu, maekcudopMHi Helpodi-
6pomu, rosy6o-uepBOHI Ta IceBAoaTPOdIiUHi
IJIIMU HaJIesKaTh /10 OCHOBHUX TTPOSIBIB MIKIPHOTO
cungpomy npu HD1. [/lo momaTkoBuX MIKIpHUX
CHUMIITOMIB, SIKi 3yCTPIYAlOTbCS Pijiie, HajleKaThb
IOBEHIJIbHI KCAaHTOTPaHyJIbOMU, TJIOMYCHI ITyXJIH-
HU, MeJTaHOMa, CBepOiK miKipu [6].

[Tnsamu KOJIbOPY «KaBU 3 MOJIOKOM» € KJlachuy-
HuM cumntomoM it HD1 Ta BugBAAOTbCS Y
99% xBopux 10 1 poky [8]. Bonu stBiistiots 06010
YiTKO OKpECJIeHI 3 PIBHUMU KpPasMU TOMOTEHHi
MJIAMU, K 32 KOJIbOPOM BapitoiOTh Bijl CBITJIOTO
70 TEMHO-KOPUYHEBOTO. Y 3arajibHIN MOyl
HOIINPEHICTh TTOOMHOKUX IJISIM <KaBU 3 MOJIO-
KOM» csrae Bif 3 10 36%, a MHOKMHHI 3yCTpiva-
I0TbCS pifame HiXK y 1% 310poBOTO HaceJeHHS.
Y xBopux Ha HD1 y missgHKax 1M 3HAXOASATHCS
MEJaHOIIUTH, TlepeHacudIeHi MeJaHiHOM, 1 TiranT-
CbKi MEJIaHOCOMU.

/ludysna mirmeHTalisgs B NIKIPHUX CKJIAJIKAX,
3a TUTIOM BecHIHOK (cumntom KpoyBa), € maTo-
rHomoHiuHo0 st HMD1 ta BusBiasernes y 85%
xBopux [8]. Ileli cumnToM 3a 9acTOTOIO TOCIZA€
IpyTe Micile TicJas TJAIM <KaBU 3 MOJOKOM»
i BUHUKAE B TIePioj MizK 3 Ta 5 POKaMU B aKCiJsip-
HUX Ta MaXOBUX JIJSTHKaX HalfyacTile, a TAKoXK Ha
K, 1111 TPYAbMMU, HABKOJIO TYO Ta HaBiTh Ha TYJIy-
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6i. Ix posmip kommBaeThea y Mexax 1-3 M,
Ha BIZIMIHY BiJI TIJISIM «KaBU 3 MOJIOKOM». [IprunHa
IX BUHUKHEHHS He 3'sicoBaHa.

[MkipHi HelipodiOpoMu SABISIOTH COOOI0 KYIIO-
JonoAi6HI, M'SKi, M'SICHCTI TiJIECHOTO KOJIbOPY,
abo rimeprirMeHTOBaHi, PI3HOrO PO3MIPY ITyXJIK-
HOTIOMIOHI YTBOPEHHS, SIKi MOKYTh BUHWKATH
Oy1b-/1e. 3a3Buyail mKipHi HelipohibpoMu 3's1BJIsI-
I0ThCsI B Tepiog mybepraty Ta MPOIOBKYIOTH
POCTH IPOTSATOM YCLOTO KUTTS. BOHM MicTATH
y co0i kiitunu IIBanHa, hibpobracTy Ta mepuHe-
BPaJIbHI KJIITUHU, & TAKOXK /I0ZIaTKOBO KOJIAreH Ta
eKcTpale oasipanii MmaTpukc [1].

[Tnexcudopmui HeiipodibpoMu 3a3BUYail BPO-
JIDKEH], TIOEHYIOThCS 3 TillepIirMeHTaItiero ta/abo
rilepTpuxo3oM, Ta YacTo OyBalOTh CILIyTaHi
3 MeslaHoIITapHuM HeBycoM. 1L myxmman nudys-
Hi, POCTYTh Y3/I0BK HEPBOBUX CTOBOYPIB i asIbIa-
TOPHO HAraayioTh «CyMKy 3 yepBamu». Y 8—12%
narientis i3 H®M1 posBuBaeTbcst 3J0sKicHA
myXJHa repudeprudHoi HepBOBOT 060JIOHKY came
3 rekcuopMuux Heiipodiopom [7].

Oxkpim mkipu, HO1 3paTHuil ypaxaTu mpak-
TUYHO Bci opramu. Tak, yHacmainmok medimuty
0CTe00IacTiB Ta TiABUINEHOT TPUBAJIOCTI JKUTTSI
OCTEOKJIACTIB BiIOYBAETHCS JleTpajiailist KiCTKOBOI
TKAaHUHU Ta (QOPMYIOThCSI KICTKOBI JleDeKTH.
[lo HuX HayexxaTh CKOJII03, AUCILIIA3ii KPUJI KIUHO-
BU/IHOI KICTKM Ta JIOBTUX KiCTOK, OCTEOIeHis/oc-
teoropos. [ledopmariii xpebTa cepel Talie€HTIB
i3 HD1 3nauno mommpeni — Oisbire HiK y 50%
xBopux [16]. Ckomio3 3ycrpivaerses y 10-21%
BUIQ/IKIB Ta 3a3BWYall MaHidecTye y BIilli 110
10 poxkiB. /[ucnnaszii JoOBruX KicTOK 3yCTPidaoThCs
61n3bko y 14% mnaiieHTiB Ha HEepLUIOMYy POILi
kuTTs. HaltacTtinie ypaskyloThCsl BEJIMKOTOMIJI-
KOBI KiCTKH, pijillie — JIKThOBI, Y BUTJISI/II BPOJIZKE-
HUX IICeB/I0apTPO3iB Ta BUKPUBJIEHb, 1110 110OB's3a-
HO 3 M€30/IEPMAJIbHOIO JIUCIIA3IEo [4].

Jlng HDO1 xapakrephi opTajabMOJIOTidHI 1TPO-
G6aemu — Bysauku Jlima Ta riioma 30poBOTO
HepBa. Bysmuku Jlima € ogHUM i3 J1iaTHOCTUYIHUX
KpUTEPITB XBOPOOU Ta SIBISIIOTH COOOI0 MaJIeHbKi
KYTIOJIOTO/IIOHI TillepIiirMeHTOBaHi MJISIMU Ha paii-
Jy’KHIll 0OOJIOHIII OKa, sIka 3HVZKYE 3ip MalfieHTa.
Y niteit 1o 6 pOKIB BY3JWKU BUSBJISIOTHCS
y 15-20% marmi€enTiB, a B IOpOCJOMY Billi — [0
95% [2]. Mana matosiorisi BUSBISIETHCS ILISIXOM
00CTEeKEHHST OKa 32 IOMOMOTOTO TIIINHHOI JIAMITH.
[mioma 30poBoro nepsa 3yctpidaerbest y 15-20%
nartienTiB i3 HO1. [1g myxauHa pocTe MOBiJbHO Ta
KJTIHIYHO TIPOSIBJISIETBCS TEPEBAKHO 710 6 pOKiB
MPONTO30M, 3HIKEHHSIM TOCTPOTH 30py abo
repeluacHM CTaTEBUM JI03piBaHHaM [3, 18].
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Y pgiteir, xpopux Ha H®D1, yacto MoKHa
3yCTPITH TEBHI MOPYIIEHHS HEBPOJIOTIYHOTO Ta
ncuxiaTpuyHoro 370poB'st. Tak, y Oibimocti
MAIIEHTIB CIIOCTEPIraloThCs TPYAHONI 3 HaBYaH-
HSIM, CUHPOM JeiluTy yBaru 3 TilepakTUBHICTIO.
[ith MalTh HU3bKY YCIIIIHICTD, IOTAHO YKUTAIOThH
Ta PaxyloTh, y HUX HU3bKUIl piBerb 1Q [3].

KappioBackysisiphi mposiBu y xBopux Ha HD1
3yCTpivaloThCs y BUIJISILL BPOPKEHUX Bajl ceplis
(y 2% xBOpUX BUSIBJIIEHO CTE€HO3 JieTeHeBOI apTe-
pii), cTeHody abo aHeBPU3MHU HMPKOBUX apTepiii,
aprepiaibHoi rineprensii. CTeno3 HUPKOBUX apTe-
piif 3ycTpiYaeThcst 3 YaCTOTOIO TPUOIN3HO 2%
cepen xBopux Ha HD1 ta mMoske OyTH 3amimo3pe-
HUM y JiTel 3 apTepiajibHOIO TinepTensieio [8].

[lepebpasbri  aprepionarii  BUSIBISIOTHCS
3 yacToTolo 2,5-6% Ta MaHiecTyioTh IK CTEHO3
YW OKJII03is1 BHYTPIIIHIX KapoTH/, CepeJHbol Ta
repeHbO1 MO3KOBUX apTepiii, anespuamu. Heiipo-
BACKyJISIPHI 11po6JieMu OiJTbIl TOMMPeHi B iTeil
micasg 6 pOKIB 3 ypaKeHHSIM 30POBUX IIJISIXIB.
[IpyyuHa iX BUHUKHEHHS He BiJloMa, ajie BBaXKa-
€Thes, 10 BTpaTa (yHKINI Heiipodibpominy Beje
70 aHTioTeHe3y MIISAXOM Tposideparltii eHoTeTi-
aJIbHUX KJIITUH Ta ePUInTiB [6].

3IayTTsT JKUBOTA, OiJIb, JUCIIEIICisT, MIIYHKOBO-
KUIIKOBA KPOBOTEYa Ta 3aKPery MOXYTb OyTh
O3HAaKaMU yPasKeHHS IIJIYHKOBO-KUIIIKOBOTO
tTpakty y xBopux Ha HO1. ¥ 6% xBopux y n0po-
CJIOMY Billl BUSIBJISIIOTH TacTPOIHTECTUHAJIbHI
CTPOMAJIbHI MYyXJWHU — Me3eHXIMaJbHI HOBO-
YTBOPEHHH, SIKi HaifuacTille BUHUKAIOTh Y TOHKIi
KMIII 1 3yMOBJIIOIOTH KUIIKOBY KPOBOTEUY Ta aHe-
Mito. KapuumHoigHi TyXJUHU 3yCTPIYAOTHCS
y 1,5% nopocyiux naiienTiB, JJOKami3yloThCs iepe-
BAJKHO B JIBAHAIATUIIAJIM KU, MaHi(eCTyIOTh
Y BUTIJISI/I KOBTSIHUILI, BTPATU MAacH TiJIa, KAIIKO-
BOI KpoBoTeui, aHewmii. [Imcmirasis 006010BOI
KHUIIKW 3YCTPIYaeThest y 5% [iTeill, XBOPUX Ha
H®1, Ta kniHiYHO NPOSBISETHCSA 3aKpenaMu ado
KUITKOBOIO HETIPOXi/iHicTiO [6, 8].

[TartientTn 3 HD1 maioTh pU3UK PO3BUTKY
3J0SKICHUX TyXJIWH, sikuii csirae 5—15%. Tax,
JIAIIEe HE3HAYHUU BiJICOTOK 3JIOSKICHUX IYXJIVH,
SIKi TUTIOBO 3'ABJSIOTBCI 10 38 POKIB 31 cTapux
HelipodiObpoM, BU3HAYEHMIT SIK YCKJIA[HEHHS 3a-
XBOpIOBaHHS. MaJirHizailisi € 0J{HI€I0 3 BAKJIUBUX
NPUYUH cMepPTHOCTI cepest xBopux Ha HD1 [17].

H®1 acormioeTbcst 3 PO3BUTKOM 3JIOSIKICHUX
HOBOYTBOPEHb, 0COOJINBO THX, SIKi € MOXITHIMHU 3
HEPBOBOTO rpebeHs], TaKuX K (HeOXPOMOIIUTOMA,
Heiipob/iacTomMa, MeJlaHOMa, MPUMITHBHA HEpo-
exToziepMasibHa nyxjnHa. Cepes MyXJuH, SKi He
MOXOJISITh 3 HEPBOBOTO TpebeHs, 3yCTPidaloTbCst
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nyxanHa Bimbmca, pabmomiocapkoma, 3J0sIKiCHA
HO/LyJIAPHA TiZipajieHoMa Ta JielikeMis [7]. 3uo-
SIKICHI Iy XJIMHU 1teprdeprudHoi HepBOBOI 000JI0H-
KM € TOTEHI[IHHOI0 TPUYUHOI0 CMEPTHOCTI
nopocyux mnaiientis 3 HO1. ¥ xBopux na HO1,
3a JAaHUMHU JeIKUX JIOCJTi/KeHb, TaKOK BijMiua-
€TbCS PO3BUTOK 3JIOGKICHUX JiM(OM, X0Uua MeXa-
Hi3M BUHUKHEHHS He 3'sCOBaHUM.

Xoua HD1 yacto nmoeanyeThes 3i 3710SKiCHUMET
MyXJIMHAMU HEPBOBOI CUCTEMU, MPUMITUBHI Hell-
poexropepmasibHi nyxsauuu (PNET) y tTakux xBo-
pUX OINUCYIOTbCSI B AHTJIOMOBHIN JiTepaTypi
nocutsh pinko [9, 10, 11, 13, 14]. PNET neobxinHo
nudepeHIiioBaTh 3 IHIMMHU TyXJIWHAMU, TAKUMU
SIK IIBaHOMa, Helipodibpoma, JiMdoma, 3J10sIKiCHi
NyXJWHU  T1epudepUdHuX HEPBOBUX  000J10-
Hok(MPNST) [10].

PNET mnominsfoTs Ha TPUMITUBHI HEWUPOEKTO-
nepmasbhi myxawau [THC (¢PNET) Ta nmepude-
pUYHI MPUMITUBHI HEHPOEKTOAEPMAbHI ITYXJIN-
Hu (pPNET). c¢PNET wnanexars g0 rpynu
eMOpPIOHAJIbHUX IIYXJIMH Ta BKJIOYAIOTh HEpo-
6J1acTOMY, TaHTJIi06JACTOMY, MELYJIOCHITETIOMY,
enerumobactomy ITHC. Tlepudepuuni mpumi-
TUBHI HEHPOEKTOIePMAbHI Ty XJIUHU 3/1€01JIbIIT0-
IO BUHMKAIOTh i3 M'dKUX TKAHWH Ta KICTOK 1103a
HEPBOBOIO CUCTEMOIO 1 KITacu@iKyIOThCs pa3oM i3
capromoto [Oinra wepes ix rictosoriuny momio-
HicThb [14].

g sepudikamii PNET BukopuctoBytoThes
METO/I CBITJIOBOI MIiKPOCKOIIi Ta iMyHOTICTOXi-
MIYHOTO JIOCTiKEeHHS. 3BUYaiiia CBiTJI0Ba MiKpO-
CKOTIig MyXJWHU TI0Ka3ye HenudepeHIliiioBaHi,
MaJji KPYyIJi KJIITUHU 3 OJHAKOBUMH, MaJUMU
SPaAMU, CXIJIBHUMU 710 (hOPMYBaHHS PO3€TOK a60
riceBiopo3eTok. [li Mopdosoriuni o3Hakm Aal0Th
3MOTY BUKJOYUTH, Hapukiaja, capkomy IOinra,
aJjie He BUKJIIOYAIOTh HepoOiacTomy.

[Morsmb6sena audepeHItiiiia iarHOCTHKA MOTpe-
Oy€ BUKOHAHHS PO3LIMPEHOTO iMyHOTICTOXIMIYHOTO
JIOCIIIIKEHHS, IKe TI0JISTac Y BU3HAYEeHHI KOMOiHa-
it ekcripecoBannx auTuTif. Tak, 1isg PNET xapak-
TepHa ekcrpecis CD 99 (MIC-2), mo nae 3mory
mudepentiioBaty i 3 MIJTKOKJIITUHHOIO KapIIMHO-
MOI0, HelpoGIacTOMOI0, He(hpobIACTOMOIO, ajie He 3
no3akicTkoBoio capkomoio IQinra. Capkoma lOinra
MOsKe OyTU BUKJIIOUEHA HIJIIXOM JOC/IKEHHS Heli-
POHANTBHUX MapKePiB, TAKWX SIK HeUPOH-cIelndivna
enonaza(NSE), cunantodisun, S-100, Leu-7, sxi
nosutuBHi Tipu PNET Ta HeratmBHi mipm capkomi
[Oinra. BusnayenHs BIMEHTHUHY JIa€ 3MOTY BUKJIIO-
uynTH Heipobiactomy [15].

BuBueHHsT MOJIEKYJISAPHO-TEHETUYHUX Xapak-
tepuctuk PNET nossonumo igentudikyBatn
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MyXJauHOCTIeN(ivHi YpakKeHHsI TeHOMY, TI0 SBJIS-
I0TbCSI NIPOMOTOPAaMU HEKOHTPOJIbOBAHOI KJIO-
HaJIbHOI ITpoJiidepariii Ta BU3HAYAIOTHCSI METOIOM
duayopucienTroi in situ ribpuausanii (FISH) abo
I[IJIP. Insa PNET xapakTepHa peluIIpoKHa TpaH-
ciokartiss Mizk xpomocomamu 11 ta 22 (q24;q12),
YHACJIIOK $SIKOI CHHTE3YETbCS MaTOJOTIYHUI
6imoxk EWS/FL11, a TakoX IUTOreHEeTUYHI aHO-
MaJrii, sIK TpaHCcJIOKalis Mixk 21-10 Ta 22-10 XpoMo-
comamu (t(21;22) (q22;q12)), tpucomisa 8-i Ta
12-i xpomocom [15].

3M0gKicHI TyXJauHU TepudeprudyHnx HepBO-
Bux 06010HOK (MPNST) € HaitbiibIn mommpe-
HUMU TTyXJIMHAMU M SIKMX TKaHWH, 1110 acoIiiio-
Bani 3 HO1. ¥V szaranpuiii momysnsnii MPNST
AOCUTDH piaKicHI myxyanau Ta y 50% BCixX BUMAj-
KiB BoHu noeanyiorbcst 3 HO [12]. Pusuk Bunu-
kHeHHst MPNST y namnientis 3 HD1 cranoBuTh
8—13% Bikom 20-35 pokis. Ileit Bug myxanHu
BAKKO BUSIBUTH, BOHA IMUPOKO METACTa3y€ Ta
Mae nmoranuii mporuno3. MPNST 3azBuuail Bunu-
Ka€ 3 KJITUH IIeKcuhOpPMHUX HelpodiopoMm.
XBoporo Typbye B mingHui Heiipodibpomu
HoCTifiHUNA 6isib, KW TpuBae Oijibllle HIiX
Micsib, a00 6iJib, IKUI IIepepuBae COH, HEBPOJIO-
rivauii gedinuT He3'sSICOBAHOTO TOXOJIKEHHS,
3MiHa CTPYKTypH HeiipodibpoMu 3 M'sikoi Ha
TBEPAY, IBKU/KE 30iJIbIIEHHs PO3MIPIB Iy XJIMHK
[6]. [lamienTn, sKi oTpuMyBaau pajpioTeparnes-
TUYHE JIiKyBaHHSI, MalOThb MiJIBUIEHUH PU3UK
po3Butky MPNST.

Jludepentiitamit aiarHos HelipohibpomaTosy
npoBoaaTh 3 iHmumu Gopmamu HO ta HD-mo-
MIOGHUME CTaHAMH, CHHIPOMAMH, II[0 CYITPOBO/IKY-
I0THCSA HAIMIPHUM POCTOM TTYXJIMH, CXOKUMU TIiT-
MEHTHUMHU TPOSBAMU Ta MyXJUHHUMHU 3aXBOPIO-
BaHHIMM, CXOKUMU Ha Heiipodibpomu [6, 8]:

1. Tami dpopmu HD ta moxiowi 1o HD 3axBo-
PIOBaHHS:

e Cermenrapha,/mo3aiuna ¢popma HD1.

e HO 2 tuny — wmyramis 22q11.2, Ginare-
pasibHi BeCTUOY/ISPHI IMIBAHOMHU, IIBAHOMU
YepermHuX HePBiB, CHUHHOMO3KOBUX HEPBIB,
IMKipHI TIBAaHOMM, €MEHJAWMOMH, TJiOMH,
IOBEHiJIbHA KaTapakTa, IJISIMHM <KaBU 3
MOJIOKOM».

e [[IBanomaro3 — wmyTarii INI-1, mHOXUHHI
MIKiPHI TTBAHOMU, IITBAHOMY TIepU(epIIHUX
HEPBIB Ta CIUHHOTO MO3KY, BeCTUOYJISIpHI
IIIBAHOMU HE XapaKTepHi.

e Cunnpom Jleriyca — MHOXWHHI TJISIMU
«KaBM 3 MOJIOKOM» 0e3 Helipodibpom abo
IHIWX TyXJUHHUX TIPOIBIB, JITIOMHU, MaKpO-
redastist, KOTHITUBHI TOPYIIEHHS.
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2. CUH/IPOM HAJIMIPHOTO POCTY MyXJIVH:

e Cunzpom Kuinnens—Tpenone—Bebepa —
NIKipHI reMaHTioMu, TeMirinepTpodis Bapu-
KO3HUX BEH.

e Cungpowm IIpores — rimepocTos, ramapToma-
TO3HUU HAJAMIPHUM pICT TKaHWH, erijiep-
MaJIbHI HEBYCH.

3. 3axBOpIOBaHHs 3 MOAIOHUMU MIrMEHTHUMUI

3MiHAMU:

e Cungpom Mak-K'rona—Oubpaiita — Hero-
CTIMHI IIJIIMU «KaBU 3 MOJIOKOM», I10JIIOCTa-
TryHa (hibpo3Ha AKCIIA3is.

e Cunzpom LEOPARD — MHOXUHHI JIEHTHTO,
rinepTesiopusM oOYeid, TIyXoTa, BPOJKEHI
BaJIN CEPII.

4. 3axBOPIOBAHHS 3 MyXJWHAMHU, CXOKUMHU Ha

Heipohibpom:

e MHOXWHHI JITOMA — ayTOCOMHO-/IOMiHAHT-
HUI TUII yCIIQ/IKyBaHHS.

e (DibpoMaTo3 — MHOKWHHI MyXJIMHU M'SI3iB,
HTKipH, KICTOK Ta BHYTPINTHIX OPTaHiB.

o MHOXMHHA eHJIOKPUHHA HeoT1a3isa tuiry 2B —
(beoxpomorinToma, M'sI30Ba HEBPOMa, MEMY-
JIIpHA KapIMHOMa IIMTOMOAIOHOI 3asI03H,
racTPOIHTECTUHAIbHUHN TaHTJIIOHEHPOMAaTO3,
MapdanoigHmit radityc.

e Cunznpom Bannasra—Paiini—Pysakanipba —
MHOKUHHI JITTOMU, TeMaHT1I0MH, MaKpoIieda-
JIis, TIITMEeHTHI TLJISIMU.

5. CuHpoMH, TIOB'sI3aHi 3 TIOPYIIEHHSIM BiJTHO-

BJIEHHS:

e [OMO3UTOTHICTD 32 OJTHUM i3 T€HIB, IO 3yMO-
BJIIOIOTH CIIAJIKOBUI HEIOJIIIO3HMIT pak 000-
JIOBOT KHUIIKA — TIJISIMU <KaBU 3 MOJIOKOM»,
XBOpi cUOJIHTH, ajie 3/[0POBi HaThKU.

Mema po6oTu — Bu3HAUNTH 0COOJIMBOCTI Jiar-

noctukn H® y xiteit Ha OCHOBI KJIIHIYHUX Ta
FiCTOJIOTTYHUX METO/IIB OOCTEKEHHSI.
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MaTtepianu Ta MmeToamu AOCAIAKEeHHS

[l mocATHEHHS MeTH TTPOBENEHO PETPOCTIEK-
TUBHMI aHaji3 35 icTopiii XBOpob miTeil, XBOPUX
na HO1 ta HD2, aki snaxoauiaucst Ha JiKyBaHHi
B OHKOTE€MATOJIOTIYHOMY BijTijienHi BiHHUITBKOI
obsracHoOl AUTS901 KJiHiuHOI JikapHi, BikoMm Bizx 1
no 17 poxis 3a epiox 2009-2016 pp.

Y Bcix giTell TpoaHasi30BaHO KJIHIUHI maHi
(mirMeHTHI TISIMHU, HepohiOpoMHU, ypaKkeHHs
ouell, y T.4. riiomMa 30pOBOTO HEPBY, CYJAOMHUIL
CUH/POM, 1epeOpoacTeHIYHMiI CUHIPOM, IOpY-
MeHHs KoopAWHaIllii, gedopmailii cKeJieTy, KOTHi-
TUBHI TOPYIIEHHS ).

JlociiskeHHsT BAKOHAHO 3Ti/[HO 3 TPUHIUIIAMU
lenbvcincwbkoi [exmapartii. [IpoTtokos mochiimxen-
Hg yxBajseHo JIOKanbHUM e€TUYHUM KOMIiTETOM
3a3HaueHUX y pobori ycranoB. Ha mpoBemeHHs
MOCTiKeHb OTPUMAHO MOiH(GOPMOBaHY 3TOLy
GaThKiB miteit (a6o TXHIX OMIKYHIB).

Pe3ynbsTaTtu gocnigkeHHs Ta X 06roBoOpeHHs

Posznoain giTeit 3ay1e;kHO Bijf CTATI IOKa3aB, 1110
cepen obcrexxenux mireit 6ymno 17 (48,57+£5,1%)
xsrommuukiB i 18 (51,43+4,8%) nisuarok. Cepemiii
BiK oOcTexkeHux miteir craHoBuB 8,5+0,03 poky.
BusnaueHHs1 reHIepHIX Ta BIKOBUX 0COOIMBOCTEN
H® y ngiteit 3a gaHMMM HAMWX OCJTiKEHb
3acBigumio, mo saebiabioro (44,44+4,0%) na
HO xBopitoTs giBuaTka Bikom 7—11 poxkis.

V kiniuniii kaprusi (Tabu. 1) y 25 (71,4£5,6%)
piteit 3 HD Oy/v HasgBHI MirMEHTHI TJISIMU PO3-
MipaMu Bif 3 MM [0 BeJUKUX [iJISTHOK IIiT-
MeHTallii B giameTrpi gm0 3—4 cM Big ciabko-
KOPUYHEBOro 3abapBJIeHHS 0 iHTEHCHMBHOIO
TEMHO-KOPUYHEBOTr0, 3/1e0iJbIIoro Ha MIKipi
nepeanboi moBepxui tyayda. Y 15 (42,8%4,9%)
maiTell majabnyBajuMcs MKIpHI HeipodibpoMu
y BUTJISIZIL TYXJMHOMOMIOHUX YTBOPEHD KYIOJIO-

Tabruys 1
Posnogain giteit, xeopux Ha HeipodiGpomMmaTo3, 3a OCHOBHUMM KJIiIHIYHHUMU CUMMTOMaMU
KniHiuHi nposiBn Aéc. %
[TirMeHTHi nnamn 25 71,4+56
Henpodiopomm 15 42,8 +49
lMopyLueHHs koopauHaLii 10 28,6 +3,5
LlepebpoacTeHiyHuii cuHapoM 12 343+34
[yxnMHY ronoBHOrO MO3KY 4 11,4 + 3,1
mioma 30poBOro Hepsa 8 22,9 + 3,7
[ocTpun nimchobnacTHuiA Nenkos 1 26+0,6
IHTpamenynapHa NPUMITUBHA HEMPOEKTO4EepMalbHa MyXIUHA 1 2,6+0,6
KOrHiTWUBHI NopyLUeHHs 8 22,9 + 3,7
[ecopmadii ckenety 6 171+ 34
CynoMHWIA CMHOPOM 2 57+13
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Tabruys 2
Posnogpgin giteit, xeopux Ha HeilpodiGpomaTo3s,
3aiIeXXHO Bif ycnagKyBaHHSA

CnapkoBicTb KinbkicTb xBOpUX giten
a6ce. %
O6TsxXeHa 22 62,9 +5,6
HeobTsxeHa 13 37124

BUIHOT hOPMU, M 'SIKi, M'SICUCTI, TIJIECHOTO KOJIbO-
Py, pi3HOTO PO3Mipy.

['mioma 30poBOTO HepBa AiarHocTyBajacd y
8 (22,9+3,7%) mnarmientiB i3 H®1, mepeBaxHo
B JliTeil 10 6 POKIB, sIKA KJIHIYHO MPOSIBJISIIACS
MPOTITO30M, 3HUKEHHSIM FOCTPOTH 30PY.

B o6¢reskenux giteit, xsopux Ha HD1, criocre-
pirajucst mopynieHHs HeBPOJIOTIYHOTO Ta TICUXiyY-
Horo 3xopoB's. Tak, y 8 (22,9+3,7%) nartienris
Oysu TPYIHOII 3 HABYAHHSIM, CUHAPOM AebiliuTy

yBaru 3 rinepakTuBHicTiO. [[iTM Masim HU3bKY
YCHIITHICTb, TOTAHO YATAJIN Ta paxyBajiu. Takox y
12 (34,3+3,4%) mnaiieHTiB BiiMivaaucs MPOSIBU
11epeOPOACTEHIYHOTO CUHAPOMY — TOJIOBHMIA OiJIb,
BTOMJIIOBAHICTb.

B onniei qurunu 3 HD1 giarnoctyBaBest rocTpuin
miMpobIacTHUI JIeHiKO3, 1Ie B OIHIEl AUTHHN —
IHTpaMenyasipHa TPUMITUBHA HEUPOEKTOIep-
MaJibHa ITyXJIMHA.

3 tabuuii 2 BuaHO, mo 22 (62,9£5,6%) auTuH"
Maju OOTSUKEeHY CHAJKOBICTh Ta OTpUMAIU
MyTaHTHUI TeH Bij GaTbkis, a y 13 (37,1£2,4%)
MAIieHTiB BiACyTHI 6Ju3bKi poandi, xBopi Ha HD,
BipOTi/IHO, Yy X [IiTell BiOy1ach MyTallist de novo.

Kniniunuii eunaodox. [liBuunka B., 6 pokis,
3Bepuysach 19.05.2015 p. y Bigginenus: Heitpoxi-
pyprii Binnuipkoi 06acHOl AUTAYO0I KIiHIYHOI

k.

Puc. 1. TInsMun KoNbopy «KaBu 3 MOJIOKOM» Y AiNIAHLi 3a4HbOI NOBEPXHI rPYAHOI KNITKM Ta NepeaHboi NOBEPXHi NpaBoro nneya
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JikapHi 31 ckapraMu Ha CJIaOKIiCTh y HUMKHIX
KIHI[IBKaX, HEKOOPJAWHOBAHI PyXW Yy BEPXHIX
KiHI[iBKaX, OiJIbIlIe CIIpaBa, epiogndHe OJII0OBaHHS,
31€01IbIITIOTO BPaHIIi, HASTBHICTD ITITMEHTHUX TLISIM
KOJIbOPY <«KaBW 3 MOJIOKOM» 13 JIOKaJi3alli€lo
Ha Tepe/Hiil Ta 3aAHiil moBepxHi Ty/ayOa, cTertax
(puc. 1).

3 aHaMmHe3y JKUTTS BiIOMO, 10 AUTWHA HAPO-
munacs Big I BariTHocTi, gka mepebiranma 06e3
yckmaanerb. CiMeliHUIT aHaMHe3 He 00TSIKEHUIL.
HepsoBo-ticuxiunmii po3BUTOK 10 5 pokiB — 0e3
nopyiieHsb. [lepiini nassmMu KoJIbOpy «KaBu 3 MOJIO-
KOM» Ha TepefiHili TOBEpPXHi IJje4ya Ta CTETHi
3'SIBUJINCS B OJIHOPIYHOMY Billi.

3a pesyJabraTaMy TIPOBE/IEHHS MarHiTHO-PE30-
HaHcHOT ToMmorpadii (MPT) rosoBHOrO MO3KY
20.05.2015 p. BusiBjieHo HoBOyTBOpeHHs B IV 1iwty-
HOYKY 3 SIBUIIIAMU OKJTIO31iHOI Tiziporiedatii (puc. 2).

25.05.2015 p. HanpaBsieHa Ha KOHCyJIsTaltito B /1Y
«IncturyT nHetipoxipyprii» M. Knesa, ne autuni ipo-
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Pue. 3. MPT cnMHHOrO MO3Ky: iHTpameaynspHa nyxaunHa Ha pisHi Th11-L1

Be/lcHa  BEHTPUKYJIOIEPUTOHEOCTOMIsT  CITpaBa.
Jlo rpymast 2015 p. 3HAXOAMIACS TIiJT CIIOCTEPEKEH-
HAM Hellpoxipypris. 19.12.15 p. — peBisist BeHTPUKY-
JISIPHOTO KIHIIS JIIKBOPOIITYHTYIOUOTO CIIOJTYY€HHSI.
Y ciyni 2016 p. y autuHu 3'sBuBCS Gijb
y HUKHBOTIONIEPEKOBOMY Ta HUKHBOTPY/THOMY BiJl-
i1l xpeOTa, HOTipIIeH s PYXiB Y HU/KHIX KiHIIIBKaX,
BUpPa)KeHA 3arajibHa CJAOKiCTh, KOTHITHBHI ITOPY-
HIeHHS. Y 3B'43KY 3 MOTiPIIEHHSIM CTaHy HaIpaBJie-
Ha OBTOPHO B /1Y «IHCTUTYT HEWPOXipypriis.
Hespousioriuauii ctatyc mpu rocmiTaisarfii:
CBIIOMICTb SICHA, YE€PEITHO-MO3KOBI HepBH 6€3 0COo-
6smBocreit. Pyxu ta uytimBicTb 36epesketi. Cyxo-
JKUJIbHI Ta TIepiocTambHi pediiekcn ogHakosi S=D.
[TarosoriuHi cTy1IHI O3HAKM HE BUSBJICHI.
Koncyapratig JIOP ta okysicra: matosoris He
BUSIBJIEHA.
EMT-nocnimkenns Bix 26.01.2016 p.: mBuu-
KICTh IIPOBeleHHs 30Yy/KEHHS HepBaMHU HIZKHIX
KIHITIBOK y Meskax HOpMH. Crjia CKOPOYEHHS M'4-
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31B-eKCTEH30pIB Ta (PJIEKCOPIB CTOI 1 MAJBIB Y
Mexxax Hopmu. 3a panumu H-peduiexcy, minBu-
meHHst pedrekTopHoi 30YIMBOCTI CHIHAIBHUX
MOTOHEHPOHIB TIOIEPEKOBOTO MMOTOBIIEHHS: O3Ha-
KU ITPOBIJTHUKOBO1 HEJIOCTATHOCTI.

MPT ronoBHOTO Ta CHWHHOTO MO3KY BIf
15.01.2016 p.: Ha piBHI TOJOBHOTO MO3KYy — MHO-
JKVHHI TiepiHTEHCUBHI JJITHKA: CyOKOPTUKAIBHO
Ha PiBHI TIPaBoi Ta JiBOi reMicepr MO30YKY, Ha
piBHI XpoGaka MO30UKY B iiaMeTpi 110 6 MM, Ha PiBHI
6a3aJIbHOIO BiLLy TIpaBoi Ta JIiBOI JJOOHOI 1011 Bij
2 MM JI0 5 MM B JliaMeTpi, Ha PiBHI TIPaBoi Ta JIiBOI
CKPOHEBUX JIJISTHOK /10 5>—7 MM Y JliaMeTpi, Ha PiBHi
IPSIMOI 3BUBUHU TIpaBoi J100HOI 1011 10 4 M. TIpu
JIOCJII/IPKEHHI CIIMHHOTO MO3KY BUSIBJIEHA iHTpame-
pyJisipHa myxsmia #a pisti Th11-L1 (puc. 3).

27.01.2016 p. mpoBenieHO oTlepaTUBHE BTPYUYaH-
HSI — BUJIQJICHHS IHTpaAMeJyJsapHOi TyXJIUHU
CITUHHOTO MO3KY.

IuTostoriune mocipkeHHs OI0NCiiHOrO Mare-
piamy Big 08.02.2016 p.: mpu MiKpPOCKOTIIUHOMY
JOCTI/IKEHH] MTyXJIUHU BUSIBJIEHO TilepIiesionsp-
Hy HU3bKOM(epeHIliiioBany MyXJanHy 3 (OoKaIb-
HUMW 30HAMU HeKpo3dy. KmiTwHu Xapaxtepusy-
I0ThCST  30iTHEHOI IUTOILIA3MOI0, HASIBHICTIO
iHTeHCHBHUX 6a30(MiNIbHUX i TII€OMOPHHUX SIED.
Hassuuit aTunosuii MiTo3s.

ImMyHoricTOXIMIUHE JOCTIKEHHST GiOTCIHHOTO
Matepiany: no3utusHi:CD99, Heitpon-cmemnmdiy-
Ha eHoJa3a, BiMeHTuH. CTPYKTYpPHI 0O3HAKH BiIIIO-
Bi/laloTh TPUMITUBHIN HEWPOEKTOAePMAIbHIN
My XJIVHI.

Ha ocHoBi BHIlIeBUKJIaIEHUX JIOCJIi/IKEHb BCTa-
BJIEHO JliaTHO3 «IHTpaMeyispHa MPUMITUBHA Heil-
poekTosepmMasibHa myxsiuHa Ha pisai Th11-L1,
3a/IHBOI YEeperHol SIMKHU, 3 MeTacTa3aMU B JIKBOP.
Kuniniuna popma 2. CtaH 1icsst onepatuBHOTO JIKY-
BanHst (27.01.2016). Heitpodibpomaros 1 tuiy».

[Ticaiss onepaTuBHOTO BTPYYaHHS NPU3HAYEHO
qoTHpH OJIOKHU XiMioTepallii (MeTaTpeKcar, IUKJI0-
docdan, BiHKpicTiH, KapOOIIATUHA, €TOTO3WI)
1 Kypc TTpOMEHEeBO]1 Teparrii Ha TOJIOBHUH Ta CIIWH-
HUIT MO30K, CyMapHa JI03a Ha TOJIOBHUI MO30K —
50 I'p ta Ha crimaaUil — 32 Ip. Y Tpasni 2016 p.
MiCJI OTPUMAHOTO JIIKYBAaHHS TTPOBEIEHO PeCTa/li-
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foBaHHs. KoHcratoBaHO mpoJsioHTalito morbi
3 MeTacTazaMu 110 0O0JIOHKAaX CIIMHHOTO MO3KY Ta
MeTacTaszaMu B JIiKBop. [Ipusnauena 2-ra JiiHis
ximioTeparnii 3a cxeMor0 KOMOiHAIisl €TOIO3M/I
i3 kapbortatuow. [To3uTuBHUI e(heKT He OTPH-
MaHUM, IUTUHA TepeBe/ieHa Ha TaliaTUBHY Tepa-
mifo ipuHOTEKAaH B KOMOIHAIlI 3 TEMO30JIaMiIOM.
Ha cporomni sHaxoautbest Ha etari 3-r0 GJIOKY
nayriaTUBHOI XiMioTeparrii.

BuUcHOBKM Ta nepcrneKkTuemn
noganbLUnX Ppo3poook

1. IIpumiTUBHA HEHPOEKTOZEPMATbHA Ty XJINHA
B KiiHiuHOMY Tepebiry HMD1 € piakicHomO acorri-
alli€eio, sika YCKJIAIHIOE Tepebir XBOpoOH, MmoTpe-
6ye ricTosoriunoi Bepudikaiii Ta Ma€ HECIIPHUIT-
JINBUIA IPOTHO3.

2. BusnaueHHsI reH/IePHUX Ta BIKOBUX 0COOJIH-
Bocteit HD y piTeii 3a raHUMU HAIIUX TOCTIKEHD
okasaJio, 1o 31ebiapimoro Ha HM XBopitoTh 1iB-
yarka Bikom 7—11 pokiB (44,44%4,0%).

3. Y kuiniuniii kapruni y 25 (71,4£5,6%) niteii 3
H® 6yniu wHagBui nirMentHi twismu. Y 15
(42,8+4,9%) niteil nanbmyBaucs MKipHi Heitpodi-
OpoMU y BUTJISAI MTyXJTWHOTOAIOHUX yTBOPEHD
KyToJioBUIHOI (popmu. [mioma 30poBOTO HEPBY J1iar-
HocTyBasacst y 8 (22,9£3,7%) nanienris i3 HD1,
IepeBakHO B JIiTel 0 6 POKIB, sika KJIHIYHO IIPO-
ABJISITIACS TTPONTO30M, 3HIKEHHSIM TOCTPOTH 30DY.

4. B obcresxenux gireit, xgopux Ha HD1, cro-
CTepirajncs MOpyIieHHs HeBPOJIOTIYHOTO Ta TICH-
xiunoro 310poB's. Tak, y 8 (22,9+3,7%) naiientis
OyJi TPYIHOIII 3 HABYAHHSIM, CUHAPOM JeDIillnTy
yBaru 3 rirnepakTuBHicTiO. [[iTM Majiu HU3BKY
YCIIIIHICTb, TOTAaHO YUTAJN Ta paxyBaju. Takox
12 (34,3+3,4%) natienTiB Maau nposiBu 1epedpo-
ACTEHIYHOTO CUHPOMY — TOJIOBHUIN OiJib, BTOM-
JIIOBAHICTb.

5. Amnaii3 CIAAKOBOCTI  IIOKasaB, 10
22 (62,9+5,6%) mituHu Manu OOTSKEHY CiMeHHY
cnasikoBicTh, a y 13 (37,1+2/4%) natienTis Biz-
cyTHi 6;M3bKi poandi, xBopi Ha HD, BiporigHo, y
IUX JiTeil Bigbymacst myTaitis denovo.

Aemopu 3asensoms npo ei0cymuicms KOHGIIK-
my inmepecis.
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