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MeTa — BWU3Ha4YMTW 0COBNIMBOCTI [iarHOCTMKM HeilpoibpomaTtosy B [iTeil Ha OCHOBI KNiHIYHUX Ta TiCTONOMYHNX METOAIB 06CTEXEHHS.

MauieHTn Ta MeToau. MpoBeJeHO PETPOCMEKTUBHWIA aHani3 35 icTopii XBopo6 AiTell, XBOPUX HAa HelpoibpomMaTos 1 Tuny, WO 3HAXOAUNNCS HA NiKyBaHHi
B OHKOremartosoriYyHomy BiffineHHi BiHHMLbKOI 061aCHOT ANTAYOT KNiHIYHOI NikapHi, Bikom Bif 1 Ao 17 pokis 3a nepiog 2009-2016 pp.

Pe3ynbTatn. BuzHa4eHHs reHjepHuUX Ta BiKOBIMX 0COBNNBOCTEN HelpoibpomMaTosy B JiTel NoKasano, Lo NepeBaxHo Ha HeilpodibpomaTos XBOopioTh fiB4aTka
BikOM 7-11 pokiB (44,44+4,0%). YV KniHivHiAn KapTuHi y 25 (71,445,6%) piteir 3 Heilpocpibpomaroszom 6ynu nirmeHTHi nnamu. Y 15 (42,8+4,9%) pitent
nasnbnyBanucs WKipHi HeMpodibpoMu y BUrNALI NyXNMHONOLIGHUX YTBOPEHb KYNON0BUAHOI (hopmu. [nioma 30poBoro Hepsa fiarHoctysanacs y 10 (29,0+4,6%
nauieHTiB i3 Heipocpibpomaro3om 1 Tumy, NepeBaxHO B AiTelt 40 6 POKiB, fKa KMiHIYHO NpOSBAANAcCA NPONTO30M, 3HVKEHHAM rocTpoTi 30py. AHani3
CNaAKoBOCTI NOKa3as, Wo 22 (62,9+5,6%) AiTWHW Manu 06TSXeHY CNagKoBiCTb. B ofHiel AUTMHM 3 Heipodhibpomato3om 1 Tuny fiarHOCTyBaBCS rOCTpuid
niMho6NaACTHNIA NENKO3, e B OAHIET AMTUHN — IHTPaMefyNnsapHa NPUMITUBHA HEPOEKTOAEPMAbHA NYXINHA.

BucHoBku. MpoBefeHi JOCNIAKEHHS CBigYaTb NP0 HEOOXiAHICTb [OCKOHANOr0 BMBYEHHS 0CO6MMBOCTEN KAiHiYHOrO nepebiry Helmpodibpomarosy B AiTeil.
3axBOPIOBAHHA MAE BUCOKWIA CTYNiHb (PEHOTMNOBOI PI3HOMAHITHOCTI, BKMOYAE BPOMKEHI BaaW LUKipW, HEPBOBOI CUCTEMMU, CiTKIBKW, KICTKOBOI cuCTeMM
Ta BUCOKNIN PU3NK PO3BUTKY 3M10AKICHIX HOBOYTBOPEHD, LU0 YCKNAAHIOE Nepebir 3aXxBOPIOBAHHA, NOTPe6YE CUCTEMHOT MEANKAMEHTO3HOT KOPEKL;i (y ToMy Yuchi
NPOBeLeHHs ximioTepanii) Ta, HepifKo, XipypriYyHOro BTPYHaHHS.

Knto4oBi cnosa: HeipoibpomaTos, NPUMITUBHA HEPOeKToepManbHa NyxnHa, 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.o. 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.

Knuuuyeckne ocob6eHHoCTH Heipodhubpomartosa 1 Tuna y AeTeil: accounanus
C NPUMUTUBHON HENPOIKTOAEPMANIbHOM ONYX0JIbLD

B.M. Aynnuk, B.T. ®ypmaH, B.B. JemsHuwmHa

BWHHMUKWIA HALMOHANBHbBIA MEAULMHCKIIA yHUBEPCUTET UMeHn H.W. Muporosa, YkpanHa

Llenb — onpefenuTb 0CO6EHHOCTI AMArHOCTUKM Helipohubpomatosa y ieTell Ha OCHOBaHUW KITMHUYECKUX U TUCTONOTMYECKIUX METOL0B 06CNeA0BaHMS.
MauunenTbl U meTofbl. [poBEAEH PETPOCMEKTUBHBIA aHanu3 35 nctopuii 60ne3Hn aeTeir, 60NbHbIX Hedpodubpomato3om 1 Tuna, B Bo3pacte oT 1 go 17 ner,
KOTOpbIe HAXOAUUCh HA CTAUMOHAPHOM JIeYeHU B OHKOreMaTonornieckom OTaeNeHnn BUHHULKON 061acTHOM LETCKOA KNUHNYECKOW 60NbHMLbI B NEPUOL
2009-2016 rr.

PesynbTatbl. OnpeseneHne nonoBbiX 1 BO3PACTHLIX 0COOEHHOCTE HeliponépomaTosa y AeTel, COrnacHo AaHHbIM HAWKUX UCCNeA0BaHMIA, NOKasano, Y4to
HenMpohn6pomMaTo3oM NPeMMyLLECTBEHHO 60NEKT AeBOYKM B Bo3pacte 7—11 neT (44,44+4,0%). KnuHuyeckas KapTuHa 3a60MeBaHns xapakTepu3oBanach
Hannymem y 25 (71,4+5,6%) neteit nsTeH LgeTa «kode ¢ Monokom», y 15 (42,8+4,9%) aetei nanbnMpoBanmch KOXHbIe HepouUopoMbI. IMnoma 3puTeNbHOro
Hepsa auarHocTuposanach y 10 (29+4,6%) nauneHToB, NPenMyLLECTBEHHO Y AeTeil 40 6 NeT, KoTopas KNWHWYECKM NPOABNANACh NPONTO30M, CHUKEHUEM
3peHns. AHanu3 HacneAcTBEHHOCTU nokasan, yto 22 (62,9+5,6%) pebeHka MMenu OTATOLLEHHYH HACMEACTBEHHOCTb W MOMYYWIN MYTAHTHbLI FeH oT
poauteneit. Y oaHoro pe6eHka ¢ HermpodmbpomMaTo3oM AMArHOCTUPOBAIICA OCTPbIA NUMA061ACTHBIN NENKO3, eLle Y 0AHOro pebeHka — UHTpamenynspHas
NPUMNTUBHAS HENPO3KTOAEPMaNbHas OMyxofb.

BbiBoabl. poBeJeHHbIe MCCNEeJ0BaHMA CBUAETENbCTBYIOT O HE0O6X0AUMOCTU Yriny6ieHHOro W3y4yeHus 0COBEHHOCTelr Hermpodnbpomarosa y [eTen.
3abonesaHune UMEET BbICOKYHO CTeNeHb (DeHOTUMIYHOTO pa3Ho06pasus, BKNOYas BPOX/AEHHbIE MOPOKM KOXI, HEPBHOI CUCTEMbI, CETYATKM, KOCTHOIA CUCTEMbI
11 BbICOKWI PUCK BOSHUKHOBEHUA 3/10KA4ECTBEHHbIX HOBOOOPA30BAHMIA, YTO YCNOXHSAET Te4eHNe 3a60NeBaHus, TpebyeT CUCTEMATUYECKON MEANKAMEHTO3HON
KOppeKLuuu (B TOM Y1CAe NPOBEAEHIE XUMIUOTEPANIN) U, HEPELKO, XUPYPri4ECKOro BMELLAaTeNbCTBa.

KntoueBble cnosa: HeilpohmbpomaTos, NPUMUTUBHAS HEMPOIKTOAEPMANTbHAR ONYXOJb, LETH.

1 06 ISSN: 1992-5891 MEPVHATONONA U NMEAVATPUS. YKPAUHA o MEPUHATOJIONS | MEAIATPIS. YKPAIHA o PERINATOLOGY AND PEDIATRIC. UKRAINE 4 (72) 2017



http://med-expert.com.ua

BcTtyn
SaCTocyBaHHH BUCOKOIH(OPMATUBHUX Me-
TOMIB iaTHOCTUKU B IPAKTHUII JiKaps
3arajbHOi IPaKTUKU Ta IejiaTpa Jajo 3MOTry
301IBIIMTH YACTOTY BUSIBJIEHHS HEHPohibpoMaTo-
3y B mireit. Heiipodiopomaros (HD) € waitbisbiin
MOTTMPEHUM CIAIKOBUM 3aXBOPIOBAHHSAM 3 ayTO-
COMHO-ZIOMiHAHTHUM THUIIOM  YCIaJKyBaHHS.
Yacrora Bunaakis H®1 cranosuts Bix 1:2500
10 1:3000 noBoHapoxenux, Tozi sk HM2 ta mpa-
HOMaTo3 3ycTpidaetbest 3 yactotoio 1:25000 —
1:100000 noBOHapokenux [4, 17, 19]. 3axsopio-
Banus Bkiouae 3 dopmu: HO1, HO2 ta mBano-
mMaTo3. HD1 — HallmomupeHinmii TUIT cepe] yCix
Ta BIZIOMUIT TaKOK SIK TiepuepiitHnii abo Kaacud-
uuit. HO1 — Haiibiapm Bigomuii dakomaTos,
SKUW MA€ BUCOKWH CTYIiHb (DEHOTUIIOBOI Pi3HO-
MaHITHOCTI Ta BKJIIOYAE BPOJKEHI BaJu IIKipH,
HEPBOBOI CUCTEMMW, CITKiBKH, KiCTKOBOI CUCTEMU
Ta Harato iHINX MPOSIBIB, SIKI YCKIAIHIOOTD Jliar-
HOCTHUKY Ta JIIKyBaHHs [4].

3aXBOPIOBAaHHS 3yMOBJIEHE MYTAIl€l0 B TeHi
H®1, axwnii 3naxoauthest Ha 17q11.2 xpomocomi
Ta Kojye 6ioKk Helipodibpomin. Ileit ren MicTuTh
57 exsonis i 6muspko 280kb renomiunoi JHK Ta
SBJISIEThCS TE€HOM, /i€ BimOyBa€Thcs HalOiibiia
KIJIBKICTb CHOHTAaHHUX MYTAIlili cepejl yChOTO
sojicbkoro renomy [19]. ¥V 50% Bumnaakis 3axBo-
PIOBaHHS MEPENAETHCS Bijl XBOPUX OATHKIB JiTSIM,
ane B iHmmx 50% yciX BUIIAAKIB — Ile MyTallis
de novo. Ilenerpanthicts Teny pocsrae 100%
710 5-PiYHOTO BiKY.

HeiipodibpoMiH € cyrpecopoM TyXJWH Ta
eKCIIPECYETHCST B 6AraTbox KIITHHAX, 3/1€01JIBIITOTO
B HEPBOBUX KJITMHAX, KJIITMHAX TIJii, IIBAHOB-
CBbKUX KJITMHAX Ta B MOJIOJAMX MeJaHOIUTaX.
[leit 6iIOK TaKOXK € PEryasaTOPOM aKTUBHOCTI Tya-
nosunatpudocharazu (GTPase-activatingprotein,
GAP) i cary’KUTb PeryJisTOpOM CUTHAJIIB 715 ITPO-
gidepartii Ta qudepentiaiii [6].

CuHTe3 maTosioriyHoro Heitpodibpominy 3ymo-
BJIIOE TOPYIIIEHHS HOTO (DYHKITIH Ta TPUBOUTD JI0
HEKOHTpoJboBaHoi Tmpodtideparii. IlIBanoBchki
KJITUHN B HeHpohiOpoMax, MeJAHOIUTH B TLIS-
Max <«KaBW 3 MOJIOKOM» MAlOTh MyTallii B 000X
anensix HD1, Briovatoun Bpo/pKeHi Ta HabyTi
COMATUYHI MyTallil, i BBa)KalOTbCs MEPBUHHUMU
NyXJIUHHUMU KJIITUHAMU B 1X BIJIMOBIHIN HIKip-
Hill MaHipecTartii.

H®D1 — ue xiiHiyHUEA giardos, KU BCTAHO-
BJIFOETBCS HA OCHOBI JIIaTHOCTUYHUX KPUTEPIiB,
BuszHauenux y 1987 p. Hamionanmbuum [HctuTyTOM
3nopos'a (NIH), i3 HuX 7 OCHOBHWX, 3 SKHX
2 kputepii MaoTh OyTH BUSIBJIEHI B Talli€HTA:
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6 Ta Oijblle TJISAM KOJbOPY 3a TUIIOM <KaBa
3 MOJIOKOM» >5 MM y ZiiameTpi B 1perrybeprati abo
>15 MM y micasiiybepTaTHOMY T1epiofii; 2 Ta 6ib-
1re Heiipoibpom Oy/ib-sikoro Triy abo 1 miexkcu-
dbopmua HeltpohibpoMa; BECHSIHKN Y MaXBUHHUX
Yyl TIAXOBUX JIJISHKAX; TJIiOMa 30POBOTO HEPBY;
2 Ta Oinpire Bysauku Jlimma; ypaskeHHsS KiCTOK,
Taki SK AUCIUTa3ist KPUJI KJIMHOBUIHOI KicTKM abo
BUTOHUYEHHSI KiCTKOBOI KOpH 3/0€3 IICeBI0apTpO-
3y; HagBHicTb y poanHi xBopux Ha HD1 poxnuis
nepinoro nopsiaky (6arbku, cubinry, aitn) [4, 8].

i miarHocTwuHi KpUTEPil € BUCOKOCTENn(iv-
Humu st popociux i3 HD1, ame BpaxoByiouwn,
[0 B paHHBOMY BiIli, 0cOOIMBO 0 8 POKiB, CHM-
NTOMH MOXYTbH Tlle He TPOSIBUTUCS, BOHU He
€ BuUcoKocnenuivanMna s aiteir. Perpocnek-
TuBHI pocyimkends 6imsbro 1900 xBopux HD1
noKasasu, Mo B 46% CIIOpaMuHuX BUIIAJIKIB Jiar-
HOCTWYHI KPpUTEPii He BUABIAANCA 710 1 poKy, X04a
no 8 pokiB BiamoBigHi KpuTepii Oyau BUsBIEH
y 97% xBopux, a 10 20 pokiB — y 100% [4].

[xipua manidecraris HD1 e BupimaabHOIO
03HAKOIO JIJIS1 I[bOTO MYJIBTUCUCTEMHOTO 3aXBOPIO-
BaHHsg. O3HaKW TirMeHTalii MKipU — MJIIMHU
KOJIbOPY «KaBU 3 MOJIOKOM», BECHSTHKH B TTAaXOBUX
Ta TAXBUHHUX CKJAJKaX, TeHepai3oBaHa Timep-
IirMeHTallisl, MyXJWHHI YyTBOPEHHS Ha IMIKIpI —
mKipHi Helipodibpomu, maekcudopmui Helpodi-
6pomu, TOJyO6O-4epBOHI Ta IceBpoaTPOdIUHI
TUISIMU HaJIeKaTh /10 OCHOBHUX ITPOSIBIB IIKIPHOTO
cunzipomy nipu HO1. [/lo momaTkoBUX HIKipHUX
CHUMIITOMIB, SKi 3yCTPIidalOThCs Pijiiiie, HaJeKaTh
IOBEHIJIbBHI KCAaHTOIPaHyJIbOMU, IJIOMYCHI ITyXJIU-
HU, MeJIaHOMa, CBepOiK mIKipu [6].

[TissMK KOJIBOPY «KaBM 3 MOJIOKOM» € KJIachy-
HuM cumintomom juis HD1 Tta Bugsiasiorbes y
99% xBopux 10 1 poky [8]. Bonu gBisioTh co6010
YiTKO OKpECJIeHI 3 PIBHUMM KpPasiMU TOMOTEHHI
IJISIMU, SKi 32 KOJIBOPOM BapitolOTh Bijl CBITIOTO
JI0 TEMHO-KOPUYHEBOTO. Y 3arajibHiil TOIMyJadIii
MOIIMPEHICTh TTOOMHOKUX IUISIM <«KaBU 3 MOJIO-
KOM» csira€ Bif 3 no 36%, a MHOKWHHI 3ycTpiva-
I0ThCSI pifmie HiXK y 1% 310poBOTO HaceIeHHS.
Y xBopux Ha HD1 y fiisiHKax misiMm 3HaXOSAThCS
MEeJIAaHOIIUTH, TIepeHacuIeHi MeJaHiHOM, 1 TiraHT-
CbKi MeJIAaHOCOMU.

/Indysna mirMeHTalisg B IMKIPHUX CKJAJKAX,
3a turnoM BecHIHOK (cumntom Kpoysa), € mato-
raomoniunoio st HM1 ta Bussiaservcst y 85%
xBopux [8]. Ileit cumMmTOoM 3a 9acTOTOIO TOCITAE
JIpyTe Miclle TicJasl TJIIM <KaBU 3 MOJOKOM»
i BUHMKAE B IIePioj MizK 3 Ta 5 pOKaMU B aKCiJsip-
HUX Ta [1aXOBUX /IIJITHKAX HaifyacTile, a TAaKOK Ha
I, T/] TPYAbMHU, HABKOJIO TYO Ta HaBiTh Ha TYJIy-
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6i. Ix posmip kommBaeTbesa y Mexkax 1-3 MM,
Ha BIJIMiHY BiJI TJISIM «KaBU 3 MOJIOKOM». [IprunHa
iX BUHUKHEHHS He 3'dCOBaHa.

IkipHi HelipodiObpoMu SABISIOTH OO0 KyIO-
JIONOiOHI, M'SIKi, M'SICHCTI TiJIECHOTO KOJIBOPY,
abo TilepIirMeHTOBaHi, Pi3HOTO PO3MIPY MyXJIM-
HOIOAIOHI YTBOPEHHS, SIKI MOKYTb BUHHMKATU
Oymb-1e. 3a3Buyail mKipHi Heltpodibpomu 3'IBIIsI-
I0ThCST B Tepiog mybepraty Ta MPOIOBKYIOTH
pPOCTU TIPOTATOM YCBOTO SKUTTS. BoHU MicTATb
y co6i kiaitTunu [1IBanHa, Gibpobaactu ta nepute-
BPaJIbHI KJITUHU, a TAKOXK JOJATKOBO KOJAreH Ta
eKCTpare oIapuril MaTpukc [1].

[Tnexcudopmui Helipodibpomu 3a3Buyail Bpo-
JIKEH], TIOETHYIOTHCSI 3 TiTlepIirMeHTaien ta/abo
rinepTpuxo30M, Ta YacTo OyBalOTh CILIyTaHi
3 MeJlaHOIIMTapHUM HeBycoM. Ll myxmunu qudys-
Hi, POCTYTbh Y3/[0BK HEPBOBUX CTOBOYPIB 1 IaJibIia-
TOPHO HATa/lyIOTh «CYMKY 3 uepBamu». Y 8—12%
nanientis i3 H®1 posBuBaeTbcs 370sKicHA
MyxJInHA eprudepruyHOi HEPBOBOI 0O0JIOHKH came
3 mekcuopMHUX Heipodibpom [7].

Oxkpim mikipu, HD1 3paThumii ypaxaTu mnpak-
TUYHO Bci opranu. Tak, yHacmigok medinuty
ocTe0bIaCTiB Ta MiZBUIIEHOT TPUBAIOCTI JKUTTS
OCTEOKJIACTIB BiIOYBAETHCST IeTpajiallist KicTKOBOI
TKaHUHU Ta (HOPMYIOTHCI KICTKOBI JedeKTH.
[lo HuX HameskaTh CKOJI03, IUCILIA3i1 KPUJT KIMHO-
BU/IHOI KICTKU Ta JIOBIUX KiCTOK, OCTeOIeHis1/oc-
teoropos. [ledopmariii xpebra cepes HaiieHTiB
i3 HO1 3nauno nommpeni — Gibire Hisk y 50%
xBopux [16]. Ckomios 3ycrpiuaerscs y 10-21%
BUIAJIKIB Ta 3a3BWyail ManidecTye y Billi /10
10 pokiB. /[ucnasii JOBrux KicTOK 3yCTPidaoThCs
6su3bk0 y 14% maiienTtiB Ha mepuioMy poiti
sxkuTTsA. HaltuacTinie ypakyloTbCsl BEJTMKOTOMiJI-
KOBI KiCTKH, pijillie — JIIKTbOBI, Y BUTJISI/II BPOJIJKE-
HUX TICEBI0APTPO3iB Ta BUKPUBJIEHD, MO MOB's3a-
HO 3 Me30/IePMaJIbHOIO IUCIIAsielo [4].

g HDO1 xapakTepHi odTaabMOJIOrIUHI MPo-
6aemu — Bysauku Jlima ta riioma 30pOBOTO
Hepsa. Byssuku Jlima € ofHUM i3 AiarHOCTUYHUX
KpPUTEPIiB XBOPOOU Ta SABJAIOTH OO0 MaJICHbKI
KYTIOJIONOAIOH] rinepirMeHTOBa i MISAME Ha paii-
Jy’KHIN 000JIOHII OKa, sTka 3HWKYE 3ip TallieHTa.
Y niteit 1o 6 pOKIB BY3JWKU BUABJISIOTHCI
y 15-20% mnatienTi, a B 10pociomy Bili — /10
95% [2]. [lana marosiorisi BUSIBJSIETBCS TISIXOM
06CTeREHHS OKa 32 JI0IMOMOTOI0 TIHIINHHOT JIAMITH.
I'mioma 3opoBoro HepBa 3ycrpivaerbest y 15-20%
namienTi i3 HD1. I1g myxsimHa pocte OBIJTBHO Ta
KJIHIYHO TPOSIBJISIETBCST TIepeBakKHO 10 6 POKIB
[POTTO30M, B3HIKEHHSIM TOCTPOTH 30py abo
nepeyacHuM CTaTeBUM JI03piBaHHAM [3, 18].
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Y nireit, xBopux Ha H®D1, yacto MokHA
3yCTPITH TI€BHI MOPYIIEHHS HEBPOJOTIYHOTO Ta
ncuxiaTpuyHoro 370poB'ss. Tak, y OGiabimocti
MAIIEHTIB CIIOCTEPITAOThCA TPYAHOIII 3 HaBYaH-
HAM, CUHIPOM J1eiluTy yBaru 3 TilepakTUBHICTIO.
it MaloTh HU3BbKY YCHINTHICTD, TIOTAHO YUTAIOTH
Ta PaxyloTh, y HUX HU3bKUI piBerb [Q [5].

KapmioBackymsipai nposieu y xBopux Ha HD1
3YCTPIUaOThCA y BUTJISAI BPOMKEHUX BaJl CEPILS
(y 2% XBOpHUX BUSIBJIEHO CTEHO3 JIETEHEBOI apTe-
pii), creHo3y ab6o aHeBPU3MKM HUPKOBUX apTepii,
apTepiaypHOi rineprensii. CTeHO3 HUPKOBUX apTe-
piif 3ycTpidaeTbcst 3 4YacToTOW TPUOIU3HO 2%
cepen xsopux Ha HD1 ta Moxe OyTu 3amigospe-
HUU y ZiTell 3 apTepiajibHOIO rinepTensieio [8].

Ilepebpanbni  aprepionarii  BUSABJISIOTHCS
3 yactoroio 2,5-6% Ta MaHidecTyioTh SIK CTEHO3
YU OKJI03id BHYTPINIHIX KapoTHUJ, CEPeIHbOI Ta
nepeiHboi MO3KOBUX apTepiit, aneBpusmu. Heiipo-
BaCKyJIApHI 1mpob/ieMu GiabII MOMIKMPEH] B AiTei
micyist 6 pOKiB 3 ypaKeHHSM 30POBUX IMIJISIXIB.
[Tprunna X BUHWKHEHHS He BijloMa, ajie BBaXKa-
€Thesl, 1o BTpaTa (yHKINI Heiipodibpominy Bese
JI0 aHTioTeHe3y MIJIAXOM TpoJridepaltii eH10Teri-
QJIbHUX KJIITUH Ta IEPUTIATIB [6].

3AyTTs KUBOTa, Oijib, IUCIIENCis, IIIYHKOBO-
KWIITKOBA KPOBOTEYA Ta 3aKPenu MOXKYTh OyTh
O3HAKaMM yPaskeHHs IIIJIYHKOBO-KHUIIKOBOTO
TpakTy y xBopux Ha HO1. ¥ 6% xBopux y nopo-
CJIOMY BIIll BUSBJSAIOTHL TaCTPOIHTECTUHAJIbHI
CTPOMaJIbHI MYyXJWHU — Me3eHXiMaJibHi HOBO-
YTBOPEHHS, SIKi HallyacTille BUHUKAIOTh Y TOHKIN
KUIIII 1 3yMOBJIIOIOTH KUIITKOBY KPOBOTEUY Ta aHe-
Mito. KapuuHOiHI TyXJIWHU 3yCTPidalThCs
y 1,5% nopociux naii€eHTiB, JIOKami3y0ThCsI Tiepe-
Ba)KHO B JIBAHAIITUIIANI KUTIII, MaHi(heCTyIOTh
Yy BUTJIA/I JKOBTSHUIN, BTPATU MAaCH TiJjia, KUITKO-
BOI KpoBoTedi, anewmii. [lucmiaasis o06010B0oi
KHUIIKU 3YCTPIYa€ThCsl y 5% [iTell, XBOPUX Ha
H®1, Ta K1iHIYHO MPOSBIAETHCS 3aKpenamMu abo
KHUIITKOBOIO HEMPOXi/iHicTiO [6, 8].

[TamientTn 3 HO1 maioTh puU3UK PO3BUTKY
3JI0SKICHUX TyXJWH, skuii csarae 5—15%. Tax,
JIAIlle He3HAYHUU BiJICOTOK 3JI0SIKICHUX ITyXJIWH,
SIKi TUTIOBO 3'4BJISIIOTBCS 710 38 POKIB 31 cTapux
HelipodiObpoM, BU3HAYEHMIT SIK YCKJIA[HEHHS 3a-
XBOpIOBaHH:A. MaulirHizailig € o/{HI€10 3 BayKJIMBUX
MPUYKMH cMepTHOCTI cepen xBopux Ha HD1 [17].

H®1 acoriioeTbcst 3 PO3BUTKOM 3JIOSIKICHUX
HOBOYTBOPEHb, 0COOJIMBO THX, SIKi € MOXiAHUMHU 3
HEPBOBOTO rpebeHsi, TaKuX sk (HEOXPOMOIIUTOMA,
Heiipo6acToMa, MeJIaHOMa, MPUMITHBHA HEipo-
ekToziepMasibHa nyxuanna. CepeJ MyXJuH, SKi He
HOXO/ISITh 3 HEPBOBOTO TPebeHs, 3yCTPidaloThCst
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nyxjauHa Binbmca, pabgomiocapkoma, 3/10sKicHA
HOMyJISIPHA TifipajieHoMa Ta JeitkeMis [7]. 3io-
SIKICHI T XJIMHU nteprudeprudHoi HepBOBOI 000JI0H-
KA € TOTEHI[IHHOI0 TIPUYMHOIO CMEPTHOCTI
nopocaux mnamientis 3 HO1. Y xBopux na HO1,
3a JJaHUMHU JIeIKUX JTOCJIJKeHb, TaKOK Bigmida-
€TBCS PO3BUTOK 3JI0SKICHUX JiM(oM, Xoua Mexa-
Hi3M BUHUKHEHHS He 3 sSICOBAaHUH.

Xoua H®1 gacTo moeiHy€eThCs 31 37I05IKiCHUMEI
MyXJIMHAMU HEPBOBOI CUCTEMU, IPUMITUBHI HeW-
poexrosiepmasibti yxsnan (PNET) y Takux xBo-
pUX ONUCYIOThCI B AHTJIOMOBHIN JiTepaTypi
nocutsb pigko [9, 10, 11, 13, 14]. PNET neobxinHo
mdepeHItiioBaT 3 THIMMMY TTyXJIMHAMY, TAKIMHI
SK MBaHOMa, Hellpodibpoma, giMmboma, 3105KicH]
nyxJauHu  nepudepruuyHux HEPBOBUX 000J10-
HOK(MPNST) [10].

PNET noaissiors Ha TPUMITUBHI HEHPOEKTO-
nepmanbHi myxanau [THC (¢PNET) Ta nepude-
PUYHI TPUMITUBHI HEHPOEKTO/ePMaJibHI TTyXJIn-
Hu (pPNET). c¢PNET wnanexars g0 rtpynu
eMOpIOHAIbHUX MyXJIMH Ta BKJIOYAIOTH HEHPO-
6J1aCTOMY, TaHIJIi06IaCTOMY, MEIYJIOEIiTENTi0MY,
eneaumobaacromy ITHC. Tlepudepuuni mpumi-
TUBHI HEHPOEKTOAEPMANbHI TyXJIUHU 3/1€01IbII0-
IO BUHMKAIOTD i3 M'dKUX TKAaHWH Ta KiCTOK I103a
HEPBOBOIO CUCTEMOIO 1 KIAcCU(IKYIOThCS Pa3oM i3
capkomoio IOinra yepes ix ricrosoriuny momaio-
HicTh [14].

[na Bepudikanii PNET BukopucroBytoThes
METO/IM CBITJIOBOI MIiKPOCKOIIi Ta iMYHOTICTOXi-
MIYHOTO JIOCJTi/IKEHHS. 3BUYaiiHa CBITJIOBA MiKPO-
CKOTisg TMyXJWHU TIoKa3ye HeaudepeHIliioBaHi,
MaJi KpPyTJyi KJIITUHU 3 OJHAKOBUMMW, MAJUMU
SIIPAMHF, CXUJIBHIUMU 710 GOPMYBaHHS PO3ETOK ab0
nceBzopo3deTok. 1li Mopdosoriuni o3HakM AaI0TH
3MOTY BUKJIOUUTH, Hampukiaaja, capkomy lOinra,
ajie He BUKJIIOYA0Th HepobaacTomy.

[MormmbreHa audepeHIiiiiHa iarHOCTHKA TOTpe-
6y€ BUKOHAHHSI PO3MIMPEHOTO iIMyHOTICTOXIMIYHOTO
JIOCJI/IZKEHHS], sIKe TI0JISITAE Y BU3HAUEHHI KOMOiHa-
11iii ekcripecoBanux anTuTis. Tak, nius PNET xapak-
tepra ekcrpecist CD 99 (MIC-2), mo mae 3mory
mepeHtiiioBaTH il 3 MUTKOKTITUHHOI KapIuHO-
MO0, HeIIpob61acToMOI0, HehpobracToMoro, ajie He 3
rosakicTroBoio capkomoio IOinra. Capkoma IOinra
MOsKe OYTH BUKJIFOUYEHA MIJISIXOM JOCJI/PKEHHST Heli-
POHAJIBHIX MAPKEPIB, TAKUX K HeHPOH-cIielndiuHa
enosaza(NSE), cunanrodisnn, S-100, Leu-7, sxi
nosutuBHi ipu PNET Tta HeratwBHi 1ipu capkomi
[Oinra. BusnayeHHs BIMEHTHHY /Ia€ 3MOTY BUKJIO-
yuTH Helipobactomy [15].

BuBueHHS MOJIEKYJISIpPHO-TEHETUYHUX Xapak-
tepuctuk PNET nosBosuso igentudikyBatu
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MyXJUHOCTIeTIN(IuHI ypaKeHHS TeHOMY, 1110 SIBJIS-
I0ThCSI TIPOMOTOPAMHW HEKOHTPOJBOBAHOI KJIO-
HaJbHOI TposTichepartii Ta BU3HAYAIOTHCS METO/IOM
daryopuctienTHoi in situ riopuansanii (FISH) abo
[IJIP. [Tna PNET xapakTtepHa pellMIpokHa TpaH-
cyokarist Mixk xpomocomamu 11 ta 22 (q24;q12),
YHACJIIOK $IKOI CUHTE3YETbCS IaTOJOrTYHUN
6imoxk EWS/FL11, a TakoX LMTOreHeTHYH] aHO-
MaJtii, SIK TpaHCcJaoKallist Mixk 21-10 Ta 22-10 Xpomo-
comamu (t(21;22) (q22;q12)), Tpucomisa 8-i Ta
12-i xpomocom [15].

370gKiCHI TMyXJauHu nepudepuyHux HepBo-
Bux 06000k (MPNST) € Haiibiabin mommupe-
HUMU MMyXJTUHAMU M SKUX TKaHWH, 1[0 acoIliiio-
Bani 3 H®O1. ¥ zaranpuiit nonymsiii MPNST
NOCUTH pifKkicHi myxyauau ta y 50% BCix BUMAI-
KiB BoHu noenyoThes 3 HO [12]. Pusuk Bunu-
kuHenHss MPNST y nanientis 3 HD1 cranoButh
8—13% Bikom 20—35 pokis. Ileit Bux myxaunu
BAKKO BUSBUTH, BOHA IMUPOKO METACTa3y€ Ta
Mae noranuii mporuno3. MPNST 3azBuuaii Bunu-
Ka€ 3 KJITUH IUeKcrupOpMHUX Helpodiopom.
XBoporo Typbye B minsgHIli Heiipodibpomu
nocTiiiHuil 6ib, AKUH TpuBa€ Oijblie HiX
Micsiiib, a00 OiJib, IKUI IepepuBae CoH, HEBPOJIO-
rivanit 1edinuT He3'SCOBAHOTO TOXOKEHHH,
3MiHa CTPYKTypH HeipodibpoMu 3 M'sikoi Ha
TBEP/LY, MBU/KE 301TbIIEHHS PO3MIPIB MyXJUHN
[6]. [MamienTun, gxi oTpuMyBaJu pajlioTepares-
TUYHE JIIKyBaHHs, MalOTh IiJIBUIICHUN PU3UK
pozsuTky MPNST.

Judepenniiinuii giarnos #Helipodibpomarosy
npoBoATH 3 iHmumMu popmamu HO ta HD-mo-
MiOHUMU CTAaHAME, CHHIPOMAMH, I1I0 CYTTPOBOIKY-
I0ThCSI HA/IMIDHUM POCTOM IIYXJIMH, CXOKHUMHU IIiT-
MEHTHUMHU TPOSIBAMU Ta MYyXJUHHUMH 3aXBOPIO-
BaHHAMHU, CXOKMMU Ha Heiipodibpomu |6, 8]:

1. Tammi popvu HD ta moxioui 1o HD 3axBo-
PIOBaHHS:

e CermenrapHa,/mo3aiura ¢opma HD1.

e HO 2 tuny — wmyramis 22q11.2, Ginare-
pasibHi BeCTUOYJISAPHI IIBAHOMM, IIBAHOMU
yepelrHuX HePBiB, CHHMHHOMO3KOBUX HEPBIB,
MKipHI TTBAHOMU, €MEHAMMOMU, TJIIOMU,
IOBEHIJIbHA KaTapakTa, TJISIMU <«KaBW 3
MOJIOKOM .

e [IIBanomato3 — wmyrtarii INI-1, MHOXUHHI
MIKIPHI MBaHOMU, TBAHOMHU TTepuhepuIHNX
HEPBIB Ta CIUHHOTO MO3KY, BECTHOYJISIPHI
IIIBAHOMU HE XapaKTePHi.

e Cungpom Jleriyca — MHOXWHHI TIJISIMU
«KaBM 3 MOJIOKOM» 0Oe3 HeiipodibpoM abo
IHITUX ITyXJIUHHUX TPOSIBIB, JIIIOMU, MAaKpO-
nedaJtig, KOTHITUBHI TOPYIIEHHS.
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2. CUHIPOM HAJMIPHOTO POCTY MTyXJIMH:

e Cunzpom Kiinmens—Tpenone—Bebepa —
IIKIpHI reMaHrioMu, remirineprpodisa Bapu-
KO3HUX BEH.

e Cunypowm [Ipotest — rinmepoctos, raMmapTomMa-
TO3HUUM HAAMIPDHUN pICT TKAaHUH, emijep-
MaJTbHI HEBYCH.

3. 3axBOpIOBaHHS 3 MOMIOHUMU MTIrMEHTHUMUI

3MiHAMU;

e Cungpom Mak-K'iona—Qubpaiita — Hero-
CTIMHI IJIIMA «KaBU 3 MOJIOKOM», I10JIIOCTa-
TryHa (hibpo3Ha ANCILIA3is.

e Cungpom LEOPARD — MHOXUHHI JIEHTHUTO,
rinepTesiopusM ouel, rayxoTa, BPOJKEHI
BaJIN CepIIs.

4. 3aXBOPIOBaHHA 3 MyXJIMHAMHU, CXOXUMH Ha

Heiipodibpomu:

e MHOXWHHI JTIMOMU — ayTOCOMHO-/IOMIHAHT-
HUU TUI yCTIa/IKyBaHHSI.

o DibpomMaTo3 — MHOXKHHHI IyXJTHHU M'sI3iB,
ITKIpH, KICTOK Ta BHYTPIITHIX OPTaHiB.

e MHOKMHHA €HIOKPUHHA HeoT1azis tuiry 2B —
(heoxpomonmTomMa, M'I30Ba HEBPOMa, MeEy-
JIIpHA KapIMHOMA NIUTONOAIOHOI 3aJI03H,
racTPOIHTECTUHAJBHUM TaHTITIOHEHPOMATO3,
MapbaHoigHuii TabiTyc.

e Cunznpom bannastra—Paiini—PyBakanmpba —
MHOKMHHI JIITIOMU, FTeMaHTioMH, MaKpo1ieda-
JIis, TIITMEHTHI IJISIMU.

5. Cunapomu, TIOB'sI3aHi 3 TIOPYIIEHHSM BiTHO-

BJICHHS:

e [OMO3UTOTHICTH 32 OHUM i3 T€HIB, 1[0 3yMO-
BJIIOIOTH CITAJIKOBUI HEIOJIMO3HUI pak 060-
JIOBOT KUMKW — TIJISIMU «KaBU 3 MOJIOKOM»,
XBOPi cHOJIIHTH, ajie 3[0POBi OaThK.

Mema po6otu — BU3HAUNTH 0COOJIMBOCTI Jiar-

noctuku H® y giteit Ha OCHOBI KJIHIYHMX Ta
TiCTOJIOTTYHUX METO/IIB OOCTEKEHHS.
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Martepiann Ta MmeToam AOCHIAKEHHS

[luis TocATHEHHST METH TTPOBENIEHO PETPOCIIeK-
TUBHUI aHai3 35 icTopiit XBOpob miTel, XBOPUX
Ha HO1 ta HD2, gki 3naxoauiaucs Ha JiKyBaHHi
B OHKOTeMaTOJOTIYHOMY Biji/liienHi BiHHUIIbKOT
00s1acHOI IUTSY0l KJIiHIUHOI JiKapHi, BikoM Bix 1
1o 17 pokis 3a epioz 2009—-2016 pp.

Y Bcix gmiTeil TpoaHa/i30BaHO KJiHIUHI JaHi
(mirMeHTHI TUISIMU, HepohiObpoMu, ypaskeHHsI
oueil, y T.4. TJIiOMa 30POBOTO HEPBY, CYJOMHUI
CUHIIPOM, 11epeOpPOACTeHIYHNUN CUHIPOM, TOPY-
IMeHHd KoopAnHallii, gecdopmarliii cKeJieTy, KOTHi-
TUBHI MOPYIICHHS ).

[ocaimxkerHss BUKOHAHO 3T1/IHO 3 IPUHITUIIAMU
lemncincnkoi [lexmaparii. ITpoTokos mocmimxen-
Hg yxBasieHO JIOKaJbHUM eTUYHUM KOMIiTETOM
3a3HavyeHnx y pobotri ycraHoB. Ha mpoBeneHHs
JIOCJIJIKEHh OTPUMAHO TMOIH(GOPMOBAHY 3TO/Y
6aThKiB fiTeit (a60 IXHIX OMIKYHIB).

Pe3ynbraTtn gocnimkeHHs Taix 06roBopeHHs

Posmomis gitent 3ayesKHO BijL cTATI IOKAa3aB, 1[0
cepen; obcrexkenux maireii Oyno 17 (48,57+5,1%)
xsormuukiB 1 18 (51,43+4,8%) nisuatok. Cepemiii
Bik ob6cTexkenux pmiteil cranosus 8,5%0,03 poky.
BusHaueHHs TeHIepHUX Ta BIKOBUX 0COOINBOCTEN
H® y pgiteit 3a nanuMW HAIMKUX JOCTiKEHb
3acBigumiio, 1o 3xaebiabimoro (44,44+4,0%) Ha
H® xBopitors fgiByaTKa Bikom 7—11 pokis.

V winiuniil kaprusi (tabu. 1) y 25 (71,4+5,6%)
miteit 3 HO Oyin HasiBHI MirMEHTHI TLISIMUA PO3-
MipaMu BiJl 3 MM JI0 BeJIWKUX JiJSHOK TIiT-
MeHTarii B miamerpi gm0 3—-4 cMm Big ciaabko-
KOPUYHEBOrO 3abapBJieHHs [0 IHTEHCHUBHOTO
TEMHO-KOPUYHEBOro, 3/e0iJbIIoro Ha IKipi
nepeaHboi moBepxHi tyayba. ¥ 15 (42,8+4,9%)
HiTeil TmajbIyBajducs IMIKipHI Heiipodibpomu
Y BUTJISII TYXJUHOTOAIOHUX YTBOPEHD KYITOJIO-

Tabnuys 1
Posnogain aiteit, xeopnx Ha HelipodiGpomaTo3, 3a OCHOBHUMM KJIiIHIYHHUMU CUMNTOMaMM
KniHiyHi nposiun Aé6c. %
[irmeHTHI nnsmm 25 71,4 +£56
Hewpodiépomu 15 428 +49
lMopyLueHHs KoopauHaLlii 10 28,6 +3,5
LlepebpoacTeHi4yHuin CMHAPOM 12 343+34
[yXnuHKM rONOBHOrO MO3KY 4 11,4 + 3,1
Mioma 30poBoOro Hepea 8 22,9 + 3,7
FocTpui niMhobnacTHUIA NENKO3 1 26+0,6
IHTpamMegynsapHa NPUMITUBHA HEMPOEKTOAEepMAarbHa NyXInHa 1 2,6 0,6
KorHiTvBHi nopyLueHHs 8 22,9 + 3,7
Oedopmauii ckenety 6 171+ 3,4
CynoMHWiA CHOpPOM 2 57+13

110

ISSN: 1992-5891 MEPVHATONONA U NMEAVATPUS. YKPAUHA o MEPUHATOJIONS | MEAIATPIS. YKPAIHA o PERINATOLOGY AND PEDIATRIC. UKRAINE

4(72) 2017




Tabruys 2
Posnopain giteit, xeopux Ha HelipodiGpomaTos,
3anexHo Bif, ycnagkyBaHHs

CnapkosicTb KinbkicTb xBOpMX giTen
a6c. %
O6TsKEeHA 22 62,9 +5,6
HeobTsxeHa 13 37124

BUHOT (hOpMH, M'SIKi, M'SICUCTI, TIJIECHOTO KOJIbO-
PY, PI3HOTO PO3MIpY.

['mioma 30poBOTO HepBa JiarHOCTyBaJiacd y
8 (22,9+3,7%) mamientiB i3 HD1, nepeaxHo
B JliTeil 10 6 POKIiB, KA KJIHIYHO MPOSBISIACT
MIPOIITO30M, 3HIKEHHSIM TOCTPOTH 30DY.

B obcrexenux miteit, xgopux va HD1, criocre-
pirayiics MopyIieHHsT HeBPOJOTIYHOTO Ta TICUXiv-
Horo 3mo0poB's. Tak, y 8 (22,9+3,7%) nartienris
Oy TPYAHOIII 3 HABYAHHSIM, CUHAPOM AeDiluTy

yBaru 3 rinepakTuBHICTIO. [liTM Manu HU3bKY
VCITIITHIC T, TTOTAHO YUTAJN Ta PaXyBajau. Takox y
12 (34,3£3,4%) mnarienTtiB Bigmivaaucss MpOsIBU
11epebpoacTEeHIYHOTO CHHPOMY — TOJIOBHWUIT OiJib,
BTOMJIIOBAHICTb.

B onniei gutunm 3 HD1 giarnoctyBaBest rocTpuii
simMpobIacTHUI JIEHKO3, IIe B OMHIE] AUTHHH —
IHTpaMesyasdpHa MNPUMITUBHA HEUPOEKTOJep-
MaJibHA ITYXJINHA.

3 Tabumi 2 BugHoO, 1110 22 (62,9+5,6%) auTrHm
Majiu  OOTSKEeHY CIHAJKOBICTH Ta OTPUMANU
MYyTaHTHHUI TeH Bix Oarbkis, a y 13 (37,1£2,4%)
nauieHTis BigcyTHi 6,u3bki poauyi, xopi na HD,
BipOTi/IHO, y X [IiTell BigOyrach MyTaltist de novo.

Kniniunuii eunaoox. [liBunnka B., 6 pokis,
3Bepuysach 19.05.2015 p. y Bigminenus: Heitpoxi-
pyprii BinHuipkoi o6sacHOl AUTSY0i KJiHIYHOI

Puc. 1. TInamun KoNbopy «Kasy 3 MOJSIOKOM» Y LiNAHLI 3ajHbOT NOBEPXHi TPYAHOI KNITKK Ta NEpPeHbOI MOBEPXHi Npasoro nieva

Puc 2. HoBoyTBOpEHHSA B IV WAYHOYKY 3 SBULLAMU OKJIHO3iHOI rigpouedanii
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7 DFOV: 30

Pue. 3. MPT cnvHHOro MO3Ky: iHTpameaynspHa nyxamnHa Ha pisHi Th11-L1

JikapHi 31 ckapraMy Ha CJaOKiCTh y HUKHIX
KiHI[IBKaX, HEKOOPJAWHOBAHI PYyXW y BEPXHIX
KiHI[IBKaX, OLJbllle clIpaBa, IepiognyHe OII0BaHHS,
3/1e61IBITOTO BPaHIli, HASIBHICTD TMTMEHTHUX TLISIM
KOJIbOPY <«KaBU 3 MOJIOKOM» 13 JIOKaJi3alli€n
Ha TepeJiHill Ta 3a/iHili MOBEepPXHI Tyﬂy6a, CTerHax
(puc. 1).

3 aHaMHe3y JKUTTS BiJIOMO, 1O JAUTUHA HAPO-
munaca Big I Baritnocti, sgka nepebirana 6es
yekaagaerb. CiMelTHII aHaMHe3 He OOTSKEeHUI.
HepBoBo-TicUXiuyHUiT PO3BUTOK 10 5 POKiB — 0e3
nopytieHb. [lepiini nasgsmMu KOIbopy «KaBu 3 MOJIO-
KOM» Ha IlepelHill IOBepXHI Ijleya Ta CTerHi
3'ABUJINCA B OTHOPIYHOMY BIIIi.

3a pesyJsTaTaMy TPOBEIEHHST MarHiTHO-Pe30-
HaHcHOI Tomorpadii (MPT) rosoBHOrO MO3KY
20.05.2015 p. BusiBsieno HoBoyTBOpeHHs B IV 1iwy-
HOYKY 3 ABUIIIAMU OKJTIO31MHOI Tizipotiedatii (puc. 2).

25.05.2015 p. HanpaBsieHa Ha KOHCyJibTaiiio B /1Y
«IncruTyT Helipoxipyprii» M. Kuesa, e uTuHi mpo-
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Be/leHa  BEHTPUKYJIOIIEPUTOHEOCTOMIisl — CIIpaBa.
Jlo rpyamst 2015 p. 3HaxX0AMIACS THiJ] CIIOCTEPEKEH-
HsIM HelipoxipypriB. 19.12.15 p. — peBi3ist BeHTpuUKy-
JIIPHOTO KiHIIS JIIKBOPOIIYHTYIOUOTO CITIOJTYyYE€HHSI.
Y ciuni 2016 p. y aurtunu 3'sBuBcs Oijb
y HU>KHBOTIOTIEPEKOBOMY Ta HUKHBOTPY/THOMY BiJl-
LI XpeOTa, MOTipIIeH s PYXiB Y HU/KHIX KiHITIBKaX,
BUpa)keHa 3arajibHa CJaOKiCTh, KOTHITHBHI IOpY-
IIeHHs. Y 3B'S3KYy 3 [OTiPIIEHHSIM CTaHy HallpaBJie-
Ha OBTOPHO B /1Y «IHCTUTYT HEHpOXipyprii».
Hesposioriuauii cratyc mpu rocuitasisarii:
CBIIOMICTb SICHA, Y€PEMTHO-MO3KOBI HEpBU 6€3 0COo-
6smBocteil. Pyxu ta uyTimBicTh 30epeskeni. Cyxo-
JKUJIBHI Ta TiepiocTasibHi pedhirercn ofHakoBi S=D.
[TarosioriuHi CTYIIHI O3HAKU HE BUSIBJICHI.
Koncymwraria JIOP ta oxymicta: matoJioris He
BUSIBJICHA.
EMT-pocmimkenns Big 26.01.2016 p.: mBumg-
KiCTh TIpOBe/IeHHsT 30y/KEHHSI HepBaMU HUKHIX
KIiHITIBOK y Meskax HopMu. Cujia CKOpOUYeHHS M -
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3iB-eKCTEeH30piB Ta (hJEKCOPIB CTOM 1 MaJBINB Y
Mekax HoOpMmU. 3a maammu H-peduekcy, miaBu-
meHHsT pedreKTopHOi 30y/ITMBOCTI CITIHATBHUX
MOTOHEHPOHIB IIOIIEPEKOBOr0 IMOTOBIIIEHHS: O3Ha-
KU MPOBITHUKOBOI HEJIOCTATHOCTI.

MPT ronoBHOTO Ta CHUHHOTO MO3KY BIJ
15.01.2016 p.: Ha PiBHI TOJIOBHOTO MO3KYy — MHO-
JKUHHI TiepIHTEHCUBHI [ISTHKI: CyOKOPTUKAIHHO
Ha PiBHI TIPaBoi Ta JiBOi remicepu MO30YKY, Ha
piBHI Xpobaka MO30YKY B fiaMeTpi 10 6 MM, Ha piBHI
6a3aJIbHOTO BiUILTY TIpaBoi Ta JIiBOI JIOGHOI 1011 Bijt
2 MM JI0 5 MM B JliaMeTpi, Ha PiBHi IPaBoi Ta JIiBOi
CKPOHEBUX JIISTHOK /10 5>—7 MM Y JliaMeTpi, Ha PiBHi
MPSIMOI 3BUBMHU TIPaBoi JTOOHOI 1011 10 4 M. TIpu
JOCJIJKeHHI CIIMHHOTO MO3KY BHSBJIEHA iHTpaMe-
mysstpHa myxJHa Ha piBai Th11-L1 (puc. 3).

27.01.2016 p. mpoBeieHO ollepaTUBHE BTPYYaH-
HS — BUJAJEHHSA IHTpaMeAYJIdpHOI TyXJIUHU
CIIUHHOTO MO3KY.

ITuTosoriune moCaiKEeHHA OIONCITHOrO Mare-
piany Big 08.02.2016 p.: mpu MiKPOCKOTITYHOMY
JIOCJTJIKEHH] MyXJIMHU BUSBJIEHO TillePIEsTosp-
HYy HU3bKOJUdepeHiliiioBany MyXJanHy 3 (oKajb-
HUMM 30HaMU Hekpody. KiitTuHu xapaxkrtepusy-
I0TbCA  30iAHEHOI0 IUTOILIA3MOI0, HadgBHICTIO
iHTeHCUBHMX 0a30(biMbHUX i TI€OMOPMHUX SEp.
HagBuuit atumoBuit MiTO3.

ImyHOTiCTOXIMIUHE OCTIKEHHST GiOTICIHOTO
Marepiany: no3utuBhi:CD99, HeiipoH-cnenndiy-
Ha eHoJsa3a, BiMeHTuH. CTPYKTYPHI O3HAKM Bi/TIO-
Bi/lal0OThb TIPUMITUBHIN HeWPOEKTOAePMATbHIN
MyXJIVHI.

Ha ocHOBi BUIEBUKIAIEHUX TOCJIKEHb BCTa-
BJIEHO JliarHO3 «[HTpaMesyispHa MPUMITUBHA HEli-
poekToziepMaibHa TyxjanHa Ha pisai Th11-L1,
3a/IHbOI YeperHol SIMKH, 3 MeTacTa3aMu B JIIKBOP.
Koiniuna gopma 2. Cran micsig omepaTuBHOTO JIKY-
BauHs (27.01.2016). HeitpoibpomaTos 1 turry».

[Ticns onmepatwBHOTO BTPYYaHHS MPU3HAYEHO
yotupu 6J10KM Ximioreparrii (MeTarpekcar, IUKJI0-
docdan, BiHKpicTiH, KapOOIIATHUHA, €TOTIO3M/I)
1 Kypc TpoMeHeBOl Tepartil Ha TOJIOBHUM Ta CIIUH-
HUII MO30K, CyMapHa /1032 Ha TOJIOBHUI MO30K —
50 Ip Ta ma cnunnuit — 32 Ip. ¥ Tpasui 2016 p.
TICJI OTPUMAHOTO JIIKYBaHHS TPOBEIEHO PecTa/li-
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foBaHHs. KoHcTaTOBaHO MpOJIOHTAIi0 morbi
3 MeTacTazaMu 1Mo 0O0JIOHKAX CIIMHHOTO MO3KY Ta
MeTtactazamMu B JikBop. [lpusnauena 2-ra JjiHis
ximioreparii 3a cxemMoo0 KOMOIHaIlisl €TOIO3M/L
i3 kapOoruratuHoo. ITo3uTUBHUI edeKT He OTpH-
MaHU, IUTUHA TlepeBejleHa Ha TaJliaTUBHY Tepa-
mifo ipuHOTEKaH B KOMOIHAINI 3 TeMO30J1aMiIoM.
Ha cporojui sHaxoauTbesi Ha eTami 3-ro OJIOKYy
NMaJIiaTUBHOI XiMioTeparrii.

BuCHOBKM Ta NepCneKTuBu
noganbLuMX Po3pPo0oK

1. [IpumiTrBHA HEHTPOEKTO/IEPMAJIbHA Ty XJINHA
B KJiHiuHOMY Trepebiry HD1 € piakicHoo acorri-
aIli€er, sIKa YCKJIAIHIOE Tepedir XBopoOu, moTpe-
6ye ricTosoriunoi Bepudikaiii Ta Ma€ HeCIpUsIT-
JINBUH TTPOTHO3.

2. BusHaueHHsI reHIepHIX Ta BIKOBUX 0COOJIH-
Bocteit HD y niteii 3a JaHUMU HAIITUX JIOCJIi/IKEHD
nokasasno, mo 3aedinpioro Ha HD xBopiiors iB-
yaTKa BikoMm 7—11 pokiB (44,44%4,0%).

3. Y kuiniuniii kaptuni y 25 (71,4£5,6%) niteii 3
H® 6ynun wasgBui mirMenTHi tismu. Y 15
(42,8+4,9%) niteit nasibiryBanmcs MKipHi Hefipodi-
OpOMU Y BUIJISIIAI IYXJTMHOMOMIOHUX yTBOPEHD
KymnoJioBuHO1 (hopmu. [7mioma 30poBOTo HEpBY Jiar-
HoctyBasiacs y 8 (22,943,7%) namientis i3 HD1,
IepeBakHO B JiTeil /10 6 POKIB, sIka KJIIHIYHO TIPO-
SIBJISIJIACS TTPONITO30M, 3HMXKEHHSIM TOCTPOTH 30DY.

4. B obcrexxenux mirei, xgopux Ha HD1, cro-
cTepirajucs MopyIieHHs HEBPOJIOTIYHOTO Ta TICH-
xiunoro 3a0poB's. Tak, y 8 (22,9+3,7%) naiienrin
Oy TPYAHOI 3 HABYAHHSIM, CHHIPOM JedinuTy
yBaru 3 rinepakTuBHICTIO. [[iTM Manu HU3BKY
YCHIIIHICTb, TTOTAHO YUTAJIU Ta PaxyBaju. TaKoK
12 (34,3+3,4%) marienTiB Majiu mposiBu 11epedbpo-
ACTEHIYHOTO CHHAPOMY — TOJIOBHUU O6iJib, BTOM-
JIIOBAHICTb.

5. Amnaniz  CcHagKoBOCTI  TIOKa3aB, IO
22 (62,9+5,6%) mitTunu Manu oOTSKEHY CiMeitHy
cragakoBicTh, a y 13 (37,1£2,4%) maiienTiB Bif-
cyTHi 6;3bKi poauyi, xBopi Ha H®D, BiporiaHo, y
X giteil BigOyaacs myraris denovo.

Asmopu 3as161510mMsb NPo GIOCYMHICMb KOHDILIK-
my inmepecis.
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