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HEeNPOLWKIPHWUIA MENaH03 — PIJKICHE 3aXBOPIOBAHHS, L0 HANEXUTb 0 rpynv GakoMarosiB, XapakTepmnayeTbCa HasgBHICTIO MraHTCbKKX Mena-
HOLIMTAPHUX HEBYCIB Ha LLKIPI Ta MEeNaHOoUMTAPHOIO IHDINbTPALIEID NapeHxiMi i OOOTOHOK MO3KY, a Takox BMCOKMM PU3VKOM HEBPOOTYHIX
yCKNagHeHb i ManirHisadyi.

MeTta — npoaHanisaysart BiIOMOCTI Cy4acHOI GaxoBoi fliteparypu Woa0 eTioNorii, naroreHesy, NiAXoAiB 40 AiarHOCTUKM Ta JliKyBaHHA PiaKiC-
HOro OP@aHHOro 3axBOPIOBAHHS — HEWPOLLKIPHOrO MenaHosy (XBopoou POKITAHCEKOr0); onvcaT KNiHIYHI BUNaaky LibOro 3axBOPOBaHHS.
HagseaeHo ornaa, HaykoBOI NiTepartypu Ta BAcHW BUNAQ0K BCTAHOBNEHHS AiarHO3Yy i NiKyBaHHS ABOX NaUiEHTIB. Y NepLioMy BUNaAKy Onn-
CaHO KANIHIYHY ICTOPIIO XN10M4MKa BIKOM 1 pik 4 MiCALJ 3 HEMPOLLKIPHUM MenaHo30M Ta aHomManielo Jenai—Bokepa, ycknaaHeHnmMm 4actimm
GapMakopPEe3nCTEHTHUMY EeNINENTUYHUMK Hanaaamun. Y Opyromy BMAaaKy — iCTORIK0 XBOPOOW XJ10nymka BiKOM 14 pokiB 3 yneplue aiarHoCTo-
BaHWM HENPOLLKIPHVM MENAHO30M, YCKNaAHEHUM NPOrPecyo4oio 0OCTPYKTVBHOIO rigpouedanietd Ta reHepanisoBaHnmmn TOHIKO-KIOHIYHMM
Hanagamu. OcobaMBOI yBar 3aciyrosyloTs MPT-03Haku, 3okpema, cneundiyHi 3miHv B T2-3BaXEHOMY PEXMMI, L0 BUSIBASE TUNOBI AINAHKM
MNEPIHTEHCKBHOIO CUrHaNy B NapeHxiMi MO3Ky Ta Bif, TBepA0i 000N0HKM (NTENTOMENAHO3).

Came naHi Herpogidyanisalli 3 BUCOKO IMOBIPHICTIO AatOTb 3MOrY NPUAYCTATIA NPaBUAbHIA AiarHO3, CKOPOTUBLLIM Yac i BUTPAaTV Ha A0AATKOBI
0OCTEXEHHS. [aToreHeTn4He NikyBaHHA LibOro 3axXBOPIOBaHHS BIACYTHE. 119 CUMATOMATU4HOIO NiKyBaHHs 0O6CTPYKTVBHOI riapoLedanii 3acto-
COBYIOTb OMEpPaTMBHE BTPYYaHHS, @ 3a HASBHOCTI €NINENTUYHINX HANaAiB — aHTUKOHBYbCYBHY Tepanio.

BUCHOBKM. HaBeaeHe KiiHiYHE CNOCTEPEXEeHH:A NIATBEPAXYE CKNaaHICTb AiarHOCTNYHOIO NOLLYKY NPy OpdaHHNX 3axBOPIOBAHHSX HEPBOBOI
cuctemu. Y AiarHOCTULI HEMPOLWKIDHOrO MenaHo3y KIloHoBE MICLE HanexuTb AaHnM 06'eKTMBHOrO Orfsay Ta MeToaaM Herposidyanisadii
(KT i MPT ronoBHOro ta CrvHHOro MO3Ky).

JlocniaxeHHs BMKOHaHO BiANOBIAHO A0 NPUHLMNIB [enbciHCbKOi Aeknapalii. Ha nposeaeHHA A0ChiaXeHb 0TpUMaHo iHhopMoBaHy 3rofy 6aTs-
KiB AiTen.

ABTOPU 3aABASIOTb MPO BIACYTHICTb KOHMIKTY IHTEPECIB.

Kno4oBi cnoBa: HelipoLKipHMIA MenaHoga, eninencid, rigpouedanis, opdanHi 3axBoptoBaHHs, dakomarosu, cuHapom derpi—Bokepa,
BPOIXEHI Baa PO3BUTKY, MENAHOMA, FeHEeTUYHI CUHAPOMM, LIEHTPaNbHa HEPBOBA CUCTEMA.
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Neurocutaneous melanosis is a rare disease belonging to the group of phakomatoses, characterized by the presence of giant melanocytic nevi
on the skin and melanocytic infiltration of the parenchyma and meninges, as well as a high risk of neurological complications and malignancy.

Purpose — to analyze the information of modern specialized literature on the etiology, pathogenesis, approaches to diagnosis and treatment
of a rare orphan disease — neurocutaneous melanosis (Rokitansky's disease) and to describe clinical cases of this disease.

A review of the scientific literature and a personal case of diagnosis and treatment of two patients are given. In the first case, the clinical history
ofaboyaged 1yearand 4 monthsis presented with neurocutaneous melanosis and Dandy—Walker anomaly, complicated by frequent drug-re-
sistant epileptic seizures. In the second case, a description of the medical history of a 14-year-old boy with newly diagnosed neurocutaneous
melanosis complicated by progressive obstructive hydrocephalus and generalized tonic-clonic seizures is presented. MRI features deserve
special attention, namely specific changes in the T2-weighted mode, which reveals typical areas of hyperintense signal in the brain parenchyma
and from the dura mater (leptomelanosis).

It is the neuroimaging data with a high probability that gives reason to assume the correct diagnosis, reducing time and costs for addition-
al examinations. There is no pathogenetic treatment for this disease. For the symptomatic treatment of obstructive hydrocephalus, surgical
intervention is used, and in the presence of epileptic seizures, anticonvulsant therapy is used.

Conclusions. The given clinical observation confirms the complexity of the diagnostic search for orphan diseases of the nervous system

Objective examination data and neurcimaging methods (CT and MRI of the brain and spinal cord) play a key role in the diagnosis of neurocu-
taneous melanosis.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.

No conflict of interests was declared by the authors.
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PaHime MU BKE€ HEOJIHOPA30BO 3BEPTAIUCH
JI0 TTpo6GJIeMU TIaTHOCTUKH 1 Kypartiil (axo-
Maro3iB i3 HelpoIKipHUMEU TIposiBamMu (TyOepos-
HUIT CKJIepos, Heiipodibpomaros I Tumy — xBopoba
Pexinrxaysena), mpote HOBi HeOpIMHAPHI KJTiHIY-
Hi BUTIQJIKU, 1110 TPAITUJIUCDH Y HANTIH TPAKTUIL, 3MY-
CHJIN HAC TTOBEPHYTHCS /10 1€l mpobemu [14,15].

Mema — npoananisyBaTu BiJIOMOCTI Cy4yacHOI
(baxoBoi JiTepaTypu 100 €TIOJOTII, MATOTEHESY,
MiIXO/IIB /10 IIarHOCTUKHU Ta JiKyBaHHSA PiKiCHO-
ro opdaHHOTO 3aXBOPIOBAHHS — HEHPOITKIPHO-
ro MesnaHo3y (xBopoOu PokiTaHCBKOro0); omucaTu
KJIIHITHI BUTIAJIKW I[OTO 3aXBOPIOBAHHS.

Heiipomkipui cunapomu, a6o ¢daxomarTosu
(rpeu. phakos — mwisima, coueBuIst) — rpyima 3a-
XBOPIOBaHb, IIPHU SIKUX CIIOCTEPITa€ThCs TOEHAHE
ypaskeHHsI HEPBOBOI CUCTEMHM, IKIPHUX TTOKPUBIB
i BHYTPIIIHIX OPTaHiB, 10 BUHWKAE BHACJIJIOK
CHHXPOHHUX eMOPIOHATIbHUX TIOPYIIEHD [4].

Heiipomxkipuuii mesanos (HIIIM), a6o xBo-
po6a PokitaHCBKOrO — Ile PiJKiCHE, BPOJIKEHE
HepoIIKipHe 3aXBOPIOBAHHS, 1[0 XapaKTePU3YETh-
Csl HAsIBHICTIO YMCJIEHHUX ab0 BEJUKUX BPOJKE-
HUX BHYTPIITHBONMIKIPDHUX TIrMEHTHUX HEBYCIiB
y TOEHAHHI 3 MeJaHOIUTAPHOIO iHMIIBTPAIli€n
PIBHUX CTPYKTYP IE€HTPaJbHOI HEPBOBOI CUCTEMU
(ITHC) [10]. Ymeprie 3aXBOPIOBaHHS OMMCAHO Be-
KM YecbkuM matomopdosorom C. Rokitansky
y 1861 p. na npuxnazi 14-piuHoi [IBYNHKY 3 TTOET-
HaHHSIM TiTaHTCHKOTO BPOKEHOTO MeJIAHOIH-
TAapHOrO HEBYCY, PO3YMOBOI Bi/ICTAJIOCTI Ta TiJpo-
nedadii [18]. Tepmin «HEHPOMIKIpHUI MeJTaHO3»
yIepliie 3amporoHoBano van Bogaert y 1948 p.
Ha cvoroani B miteparypi onucano nonan 100 Bu-
Ma/IKiB 3aXBOPIOBAHHS.

Heiipomkipuuii MeslaHO3 He YCIAJKOBYETb-
csl, BUHMKAE CIOPAJUYHO 3 OZIHAKOBOIO YaCTOTOIO
B 0ci6 060X crareil. 3aXBOPIOBAHICTb OI[IHIOETHCS
npubs3Ho B 1 Bunagok #a 20 Trc. HOBOHAPOKe-
HUX. Bizjomi Jidiiie TOOJAMHOKI ciMeitHi BUMagku
3aXBOPIOBAHHS 3 IMOBIPHO ayTOCOMHO-PEIeCUB-
HUM XapaKTepoM yCIa/IKyBaHHs [9].

[TaTtorenes 3axBoproBaHHSI Ha CbOTOJIHI 3aJu-
HIAETHCS /10 KiHI He BifloMUM. BiamoBigHo 10
3araJbHONPUNHATOL TIIOTE3U, OCHOBHOIO MPUYM-
HOIO BUHUKHEHHS 3aXBOPIOBAHHS BBAKAETHCS TI0-
PYIIEHHST PO3BUTKY HEMPOEKTOAePMHU B eMOpio-
HasbHOMY Tiepiozi. [TorepeHUKY KITITHH MesIaHo-
6J1acTiB MITPYIOTB i3 HEPBOBOTO IpebeHs /10 MKipu
Ta MO3KOBHX OOOJIOHOK, Ji¢ BiflOyBAa€ThCs iXHs
audepenialisg B MeJIaHoOJAaCTH Ta MeJIaHOIM-
. Y ITHC menanouutn npucyTHi B M'SIKiii MO3-
KOBIii1 060JIOHII, YOPHiii cybcTaHIlii Ta peTUKYJIsAp-
HiiT (opmariii. Y mkipi Ta MO3KOBUX 00OJIOHKAX
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BiZIOyBa€eThCsl aHOMaJIbHa MpoJtiepartist MeIaHo-
IMTIB, 1[0 TPU3BOJAUTDH /0 BUHUKHEHHS ITITMEHT-
Hux HeByciB Ta indiaprparii [THC [7,9].

Y mopymenni audepeHIiioBaHHS MeTaHO-
IIUTIB BaXXJWUBY POJIb BIJIirpa€ MiJIBUIIEHA aKTUB-
wicre 1urokina HGF/SF (Hepatocyte growth
factor/scatter factor), sskuii siByiste co6010 po3ciro-
104nii (paKTOp POCTY TEMATONUTIB, IKUI CTUMYJTIOE
nposricepartiio, mirpaiito Ta MoporeHes pisHUX
THTIB €KTOJIEPMATBHUX KJIITUH, Y TOMY YUCJIi MeJTa-
HOIMTIB. [HIITOI0 MOKJINBOIO MMPUYMHOIO 3aXBOPIO-
BaHHS € 1AaTOJIOTis perenTopiB Met, siKi MiCTSATBbCS
Ha MeMOpaHaX MeJIaHOIIUTIB i BIAMIOBIIAt0Th 3a 3B’51-
syBauHss HGF/SFE Y nociinax BusgBieHo po3BUTOK
HEBYCIB Ha MIKipi Ta B 000JOHKaX MO3KY B MUIIIEH
3 migsumieHoto aktuBHicTio HGF /SF [3,20].

Bpomkeni menanornurapui HeBycu (BMH) —
e TaMapTOMH, $Ki CKJIaJaloTbCs IePeBaskHO
3 KJIOHAJTbHUX TTpoJTihepaltiii MeJIaHOIIUTIB, BUHU-
KaloTh i yac emOpioreHesy. ComaTuusi MyTartii
BRAF V600E Bugsieni B 3HauHIN 4acTI[i MaIUX
BMH, a takox y HabyTuX MeJTaHOIUTAPHUX HEBY-
cax i mkipaux meaanomax [20]. HaBmaku, 70-95%
BesinKkuX 1 rirantcbkux BMH mators comatnyni
MmyTaitii B reni NRAS, 1110 pu3BoJSATH 10 TTOCUJIEH-
Hsl iioro ¢yHKIii [5].

Y mnamientis 3 HIIIM wyTarii NRAS Busis-
Jgedi B yncaenHnx CMN Tta ypakeHUX [ijgHKaxX
MestanoruTapioi  mposidepanii B ITHC  [5].
AxruBanis myTaniiit BRAF abo NRAS npusBoauTh
JI0 KJITUHHOI TpoJtidhepartii yepe3 OCUTIEHHS Tie-
pe/iadi CUTHAJIIB KiJlbKOMa [JISXaMM, 30KpeMa
MiTOT€HAaKTUBOBAHOIO TPOTEiHKIHA3010 [21].

Yiepine KJiHiuHI KpUTEpil JIsT IaTHOCTUKU
HIIIM 3zamnponionosasni B 1972 p. H. Fox [8]:

1) HagBHicTh momHMpeHUX abo YHCIEHHUX
MMITMEHTHUX HEeBYCIiB Y MOEIHAHHI 3 JIeITOMEHiHTe-
AJIbHUM MeJIAaHO30M ab0 MeJIAHOMOIO;

2) BIJICYTHICTh O3HAK OY/b-SIKOTO 3JI0SIKICHOTO
ypaKeHH$ IIKipy;

3) BiiCyTHICTD O3HAK MEJAHOMHU B OY/Ib-SIKOMY
oprai, KpiM MO3KOBHX 000JIOHOK.

3 wuaciB my6usikaliii HaBeeHUX KPHUTEPIiB
y JiTepatypi 3'SIBUINCS MOBIIOMJIEHHS TTPO MOXK-
JIMBICTD 3JI0SIKICHOI TpaHcgoOpMallil IKipHUX He-
BYCiB, a TaKO) IIpO BHUIIQJKM MeTacTa3yBaHHS
B IHIII OpraHy JeNTOMEHiHreaJlbHOI MeJIAHOMH,
10 MPU3BEJIO [0 Teperssay Kputepiis. bisbin
cydacHi giarnoctuusi kputepii HIIM 3sarnponono-
Bani Kadonaga and Frieden 8 1991 p. [10]:

1) HasBHICTH HEBYCIB BEJUKUX PO3MIipiB abo
MHOKMHHUX BPOJ/IKEHUX HEBYCIB Yy IIO€IHAHHI
3 MEJIAaHOIIMTAPHOIO 1H(MIIBTPaIi€l0 MO3KOBUX 060-
JIOHOK;
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2) BiACYTHICTH O3HAK MIKIPHOI MeJIaHOMH,
32 BUHATKOM TMAIlIEHTIB, y AKUX TiCTOJOTIYHO
HiATBep/KeHe T00POsIKiCHE YPasKeHHsST MO3KOBUX
000JIOHOK;

3) BiICYyTHICTh O3HAK MEHIHTEAJIbHOI MeJaHO-
MU, 32 BUHATKOM IAIiEHTIB, Y SKUX TiCTOJOTIYHO
MiITBEPIIKEHIH TOOPOSKICHUIN XapaKTep ypaskeH-
HA TIKIpH.

Y 66% nartientis 3 HIIIM BigznadaeTbcst o
a0 KijbKa riraHTChKUX BPOYKEHUX METaHOIMTap-
HUX HEBYCiB, 3a3BMYail PO3TAIIOBAHUX Y TOTIEpPe-
KOBO-KPMIKOBIH JIJISTHIIT Ta TIOKPUTHUX BOJIOCCSIM.
Bopnouac uyncsieHHi Majli Ta CepeIHbOTO PO3MIpY
HEBYCH, 3a BifICyTHOCTI Xo4a 6 OJHOIO TiraHTCh-
KOro, croctepiraiotbcst y 34% xBopux. Heycn,
SIK IPABUJIO, HASIBHI BiJl HAPOJKEHHS, XOU 1 MOKYTb
PO3BUHYTHCS Ti3HiMIe TpoTsarom xkutTs [9,10].

MenaHnonurapHai HeBycHM € TineprirMeHToBa-
HUMU JJITHKAMU YPaskeHHd TIKIipU 3 HEPiBHUMU
MesKaMM, TJI0CKI ab0 3 TiAHATOI0 Hal PiBHEM HIKipU
MOBEpXHel0. Y TAIll€HTIB MOHTOJOINHOI pacu
HEPIIKO 3yCTPiYaeThes Tak 3BaHuii «HeByc OTay —
BEJIMKUX PO3MIiPiB OHOGIYHNUI TIrMEHTHIIT HEBYC,
110 JIOKAJI3y€ThCA B JMisHIN iHHepBartii 11 2 Tisok
n. trigeminus, 3aXOIIIOIOYM KOH'IOHKTUBY, CKJIEpy
Ta paiiy:kHy 060J0HKY OKa [2].

[iranTchKUMM HA3UBAIOTh HEBYCH, JliaMeTP STKUX
CTaHOBUTH He MeHIIe 20 cM y IOPOCJINX, a Y HOBO-
HApOJ/KEHUX 1 TPYAHUX [liTeli — He MeHIie 9 cM
y pasi posTallyBaHH4 Ha TOJIOBI i He MeHIe 6 cM
y pa3i po3TairyBaHH4d Ha TiJji. TepMiH «MHOKUHHI
HEBYCH» BXKMBAIOTb 32 HAIBHOCTI HE MEHIIIe TPhOX
yrBopenb. 3a garumu D.O. de Andrade ta cmiBasbr.,
cepenr 289 XBOpPHWX i3 TIraHTCHKUM YPOKEHUM
MestaHouTapauM HeBycoM y 33 (11,4%) ocib Biz-
3Havasocs ypaxenusa [THC [6].

Hesposioriuni  npogsu  HIIIM  3a3Buvaii
BUHUKAIOTb Y HOBOHAPO/KEHUX 1 HEMOBJIAT, TIPO-
Te 1HO/II MOXKYTb HE BUSIBJATUCH /10 TiJIJTITKOBOTO
abo HaBiTH popocsoro Biky. Haituactinr HeBpo-
JIOTIYHI CHUMIITOMHU BKJIIOYAIOTh Tizporedasriio i,
SKHACJIIOK, —MaKpoledasio, yacTireHepanizoBaHi
a60 (okanbHi (hapMaKOPE3UCTEHTHI eIrIenTny-
Hi Hamaay, SKi 1e0I0TYIOTh Yy PaHHBOMY Billi, 3a-
TPUMKY TICUXOMOBJIEHHEBOTO Ta MOTOPHOTO PO3-
BuTKy [7,9,10].

[IpuunnOO pO3BUTKY Tijpoiiedatii BBaKaOTh
BHIJKEHHS 3/IATHOCTI M'SIKUX MO3KOBHX 000JI0-
HOK peabcopOyBaTu JIIKBOP YHACHiA0K iH(iibrpa-
11ii MeganonuTaMu. MOXJIMBUN BapiaHT PO3BUTKY
rigporiedarmii BHACTIIOK 0OTyparii MeraHOINTA-
Mu CifbBi€EBOTO BOZONPOBOLY. Y pasi ypaskeHHs
cToBOYpa MO3KY KJIiHIYHA CUMITTOMATHKA TOEAHYE
03HAKU MiJIBUIIIECHHS BHYTPIIIHbOUYEPEITHOTO TUCKY,
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ypaskeHHs YeperHux HepBiB. [HO/i BUHUKAE CXWJIb-
Ha JI0 TTPOTPeCcyBaHHs MeJIaHOIMTapHa iH(iabTpa-
I[is] CIIMHHOMO3KOBOI 00OJIOHKH, IO MPU3BOANUTD
710 Mi€JIONaTii, pafiInKyJIonaTii, mopyniedb (hyHKITii
Ta30BUX opraxis [21].

HaituacTinioo 03Hakoi0 3aXBOPIOBAaHHS € elli-
JIENTUYHI HamaJW TepeBa)KHO Y BUTJIL/L TeHe-
pali3oBaHUX TOHIKO-KJIOHIYHUX HaIaiB, 1HOMI —
iH(paHTUIBHUX CIIa3MiB, TII0 TOYMHAIOTHCS B TIEPIITi
MICSIII SKUTTST 1 CYyTTPOBOJIKYIOTBCS O3HAKAMM BHY-
TPIIIHbOYEPEITHO] TilepTeH3il Ta PO3BUTKOM TiIpO-
nedastii. ¥ maiienTiB cTapiioi BiKOBOi Ipynu BU-
HUKAIOTh 3a3BUYall (hOKATbHI HAMAN B MMOEAHAHHI
3 JIOKQJbHUMU CEHCOMOTOPHUMM PO3JIaJlaMH, I110-
PYIIEHHSIMU MOBJIEHHA Ta nicuxiku [23].

MarnitHo-pesonancaa  tomorpadia  (MPT)
JIa€ 3MOTY BUSIBUTU HaJMipHe HAKOIMYEHHS Me-
JIAHOIIUTIB Y MO3KOBUX OOOJIOHKaX, 110 IPOSIB-
JISETBCA TMIABUIIEHHAM I1HTEHCUBHOCTI CUTHAJy
Ha T1-3Bakenux snimMkax. Hailuacrime ypaxxkyors-
cst GaswiisipHa JielTOMeHiHTeaJlbHa 000JIOHKA 3a-
JIHBOI YeperHoi SIMKH, CHIMHHOMO3KOBOI'O KaHaJy,
piame — cynpareHTopiajbHi AIIAHKA 00O0JOHOK
Mo3ky [16,19]. Komm'torepna tomorpadis (KT)
TOJIOBHOTO MO3KY MOske Matu repesary Hajg MPT
3a igeHTudikaiii MeJaHONUTAPHOI 1HMIAbTpaltii
060JIOHOK.

YpaxkeHHd mapeHXiMM MO3KY CIOCTEPIra€Th-
cs 3HAYHO piAlie 3a ypaskeHHst 000J0HOK. Me-
JIAaHOIUTApHA 1HMIIBTPAIlis TPOSBISIETHCS Y BU-
IIAnl AUIAHOK mmigBuireHoro Ha 11 1 3HMKEHOTo
Ha T2 curnamy, mnepeBaKHO y TeEpeNHiX Bijli-
JIaX CKPOHEBMX YaCTOK, MUTIAJIENOiOHOTO Tija,
Tasamyci Ta BapomieBomy mMocTy. BBaxkaeTbcd, 1110
ypaskeHHs TTapeHXiMU MO3KY CIIPUYMHEeHe TIepBUH-
HOIO Mirpalli€elo MeJIAHOIMTIB Ha PaHHIX CTajisax
PO3BUTKY ab0 3yMOBJIEHE IXHIM TIOJAJIBITIM BTO-
PUHHUM TIONMIMPEHHSIM TpocTtopamMu  BipxoBa—
Pobina [13,19].

Yactora BUHUKHEHHSI 3J0SKICHUX Ypa)KeHb
MO3KOBHX OOOJIOHOK, 3a JaHWMHU PIi3HUX aB-
TOPIB, cTaHOBUTH Osn3bKO 50%. Mesanoma MoxKe
PO3BUBATHCST 3 MO3KOBHUX OOOJIOHOK Yy TIapeHXimi
miBKyJb ab0 cToBOYpi Mo3Ky [22]. 3a momomororw
MPT ckiagHo miATBEPAUTH 3JI0SIKICHUI Xapak-
Tep ypaxkenHst Mo3ky. A.J. Barkovich Ta cmis-
aBT. [1] cTBep/KYyIOTh, IO BeJWKI HEKPOTUYHI
remMopariuHi BOTHMIA a0 MONIMPEHUIT Ba3OreH-
HUI HaOPSIK MOKYTb CBITYUTH TIPO HASIBHICTD 3J10-
SAKICHOI MeJIaHOMU.

Heiipomkipuuii MesiaHo3 MoKe MO€EIHYBATUCS
3 IHIIUMU  HEUPOMIKIPHUMHU  3aXBOPIOBAHHSI-
MU, TakuMu sk anriomaros IlItypre—BebGepa
abo H® 1-ro tuny (xBopoba Pexiinrxaysena).
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Y gitepatypi € TMOBiJIOMJIEHHSI TIPO BUSBJICH-
Ha HIIIM y noennansi 31 CliHAJIBbHOIO JIIIOMOIO,
apaxHoI[aJIbHOIO KiCTOIO, areHe3i€10 MO30JUCTOr0
Tijla, IHTPaBEHTPUKYIAPHUM JEPMOIJOM Ta iHIIN-
mu anoMastisiMu possutky [THC [1,17,22].

Hepinkicanm € noennanns HIIIM i3 pisaumun
nposiBamu cunpomy [lenni—Boxepa (10—16% Bu-
nazkis). MPT nae 3mory BUSBUTH TUTIOBI O3HAKH
1aToJIorii y BUTJISII 301/IbIIEHHS PO3MIPiB BEJINKOI
nucrepuu (cisterna magna), KiCTH 3aJ{HbO1 Yeperi-
HOI aMKH a0o rinoriasii yeps’ska Mo3ouka [ 12].

JN. Kadonaga Ta cmiBast. [11] mpumycka-
I0Th, 1110 OJIHOYACHUI PO3BUTOK cuHApomy /Jlen-
ni—Boxkepa Ta HIIIM ne € BunagkoBum. CUHAPOM
[enni—Bokepa Moke BUHHMKATU  BHACJIIOK
MOPYIIEHHS PO3BUTKY K IiBKYJb MO30YKa,
TaK 1 YeTBepTOTO MIIyHOUKa. byzab-sgke 110-
pYIIEHHS  BKJIIOYEHHS  CYJAWHHUX  CILJIETiHD
y TIOKPIBJII0 Y€TBEPTOTO TLTYHOUYKA abo 3aTpPUMKa
BI/IKPUTTS OTBOPY MaskaHai Moske NPU3BOIUTH
JI0 yTBOPEHHS KICTU 3a/IHBOI YEePerHOoi M-
ku. Kimituau 060JOHOK MO3KY BiirpaioTh Bak-
JUBY POJb y PO3BUTKY Mo3zouka. [Ipu HIIIM
JIETITOMEHIHKC MICTUTh aHOMaJIbHI MEHiHTeasbHi
JIOKQJIbHI CKYITYeHHSI MeJIaHOIUTIB, 1110 MOXe I10-
PYLIUTH PO3BUTOK SIK MO30YKa, TaK 1 4eTBEPTOTrO
nuiyHouka [1,17,22].

Kpim HelipopaiosioTiyHUX MeTOMIB  JIOCJTi-
mokenHs, miarBepautn giarno3 HIIIM mae 3mory
BUSIBIEHHST MEJIAHOIUTIB y 11epeOpOCIiHAbHI
pinuni. ¥ 25-33% BuUnajakiB y CHMHHOMO3KOBIi
PiMHI BM3HAYAETHCS KapIMHOEMOPiOHATIbHUI
anturen [7,17].

Heo6xire TakoK ricTOIOTIYHE TOCIIIKEHHS
HEBYCiB, OCOOJUBO TI0O3PIIUX MO0 MOMKJIUBOI
3705KicHOI Tparcdopmartii [ 13].

[Ipornos mpu HIIIM mnan3BuyaiiHO CKJIaZHUI
i HaBITh 3a BiJICYTHOCTI PO3BUTKY MeJaHOMU
[THC zanummaetbcs HECTPUATIUBUAM JIJIST KUATTS.
3a HasgBHOCTI HEBPOJIOTIYHUX CHUMNITOMIB TIPO-
THO3 HECHPUATIUBUN HE3aJIE€XHO Bifl TOTO, 4n
BiflOyieThCsl 3J10sIKicHAa TpaHcdoOpMalliss B IIKipi
a6o ITHC. Bausbko 50% XBOPUX TIOMHUPAIOTH TIPO-
TATOM TPbOX POKIB MICJsA TOSIBU HEBPOJOTTUHUX
cumntoMiB. Iloennanug i3 cungpomom Jlenmi—
Bokepa mMae 0co6JUBO HECHPUATIMBUNA 1epeOir.
Y Takux naimi€eHTiB MBUKO IIPOTPECYE HEBPOJIO-
rivHa CUMITOMATHKA, 110 TPU3BOUTD /10 3arubeli
1o 4-piunoro Biky [7,17,19].

JlikyBanust HIIIM cumnromaruune. [Ipu rigpo-
redastii MPOBOJATH JIIKBOPOIIYHTYTOUI OTlepaTHB-
Hi Brpy4anus. Bubip nmporuerisentudrol Teparii
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MIPU eMiJIeNTUYHUX Halla/IaX 3aJeKUTh BiJl IXHbOTO
tuny [21,23].

MoxauBicTb JIIKyBaHHSI BPOJ/KEHUX HEBYCIB
3aJIUINAETHCS JAUCKYCIMHUM MUTAHHSIM. Ixmst 3710-
skicnaTpanchopMallisi po3BUBaeThCsy 5—15% XBo-
puX, y 3B’SI3Ky 3 4UM JIesIKi JIEPMATOJIOTH PEKO-
MEeH/IYIOTh TIpo(isiakTuuHy pesekitifo. [[pomenena
Ta XimMioTepariisi He TOJIMITYIOTh MTPOTHO3 3aXBO-
pioBanH4 [22].

s imocTpartii HaBe/leHO KJIiHIUHI criocTepe-
sKeHHs fiteit 3 moeagnanusam HIIIM i pesucrent-
HUX JI0 TPOTUCYIIOMHOI Tepamii emiJienTUYHUX
HamaJiB.

[ocaikenHd BUKOHAHO BiITIOBIIHO /10 TIPUH-
mumiB lesbcincbkoi aexsapariii. Ha mpoBenenns
JOCTIKeHb OTpUMano indopmoBany 3roay 6aThb-
KiB JTiTel.

Kniniyumii Bunamok 1

Xnonuux M., Bikom 1 pik 4 Micsiti, ToCTiTamizo-
BaHUU JI0 BIJJTIJIEHHS 31 CKapraM¥u Ha 4acTi TeHe-
paJli3oBaHi TOHIKO-KJIOHIUHI eiJIeNITUYHI HaaIu,
i/l Yac SKUX BUHUKAJIO KOPOTKOYACHE arHoe Ta
miano3 obsmyust. Hamaam BigsHavasmcst 3 4acro-
TOI0 2—4 pas3u Ha 100y (MakcuMyM — 6 HamajiB)
TPUBAJICTIO 10 | XBUIUHUA.

3 aHaMHe3y BiJIOMO, MO JAWTUHA HAPOIUIACS
Bix I BariTHOCTI, sika mepebirana 3 paHHiM TecTo-
30M y I TpumecTpi (Hy0TOIO Ta OJIFOBaHHSIM y Ma-
Tepi). YabrpasBykose gocaipkennd (Y 3/1) mix gac
BariTHOCTI TTPOBOJMJIOCH TPUYi: 32 pe3yJbraTaMu
nepinoro ta gpyroro Y 3/l marosorii He BUSBIEHO,
a 3a manumu tpetboro Y3/l (y 34—35 tmxkuiB Ba-
FiTHOCTI ) BUSIBJIEHO MasioBoIst. [lostoru BinGynu-
csl B TepMiH 37—38 THKHIB, IIJISTXOM HE TJIAHOBOTO
KecapeBOTO PO3TUHY 3 TPUBOJLY KPOBOTEUI BHACTI-
JIOK BiJllIapyBaHH NJaleHTH. XJIOMYUK HApOI1B-
csl 3 O3HAKaMM BHYTPIIIHLOYTPOOHOI rimoTpodil
(maca Tima npu Hapomkenui — 2580 r, 3pict —
38 cM, OKpPY:KHICTb TOJIOBU — 33 ¢M). 3aKpr4aB OfI-
pasy. He cmoxraB camocriiino. Bunncanuii i3 mo-
JIOTOBOTO OYyAIMHKY Ha 7-My 100y. Bix HapomkeHHs
Ha IIKipi Ty/ayOa, KiHIIBOK i TOJOBM BifzHayaiu-
€SI UMCJICHHI MITMEHTHI HeBYCH, 4YaCTKOBO BKPHUTI
BoJioccsiM. Ha mikipi HIsKHBOT YacTuHu criiuiu OyB
riraHTChbKUI HeBYC /iamMmeTpoM 1oHas 20 cMm.

[ToyaTok emijienTUUYHUX HAMAIB BiIMi4€HO
y Billi 2 MicAMiB, 32 2 TWKHI TICTA IETJIEHHS
BILJK. Bognouac BizizHaueHO 301/bliIeHHS iame-
Tpa rosioBu. [Autuni nposegeno MPT, 3a pesysib-
TatamMu SIKOTO BusiBieHo MPT-o3Haku cunipomy
[lenni—Bokepa (BHYTPINTHBOI BiJIKPUTOI TiApoO-
nedautii, rirorwiasii yepp’sika Ta remicdep M0O304-
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Ka), 3MEHIIEeHHST 00CATY JIOOHUX YacTOK MO3KY.
OKpy:KHICTb TOJIOBY HA TOM Yac — 43 cM. Y 3 mics-
11l BUKOHAHO JIIKBOPOIITYHTYIOUY OTlepallifo, MmicJs
4or0 6/IM3bKO 1 THIKHS HAQJM He BiI3HAYAIUCS.
Y Bili 1o 5 MicsIiB IUTUHI He TPU3HAYEHO TPO-
TUCYZIOMHOTO JIIKYBaHHS, a 3 J-MIiCSIYHOrO BiKY
npusHadeHo ¢penobapbitan mo 0,005 r 5 pasis/
o6y, yepe3 2 MicsIli 103y npenapary 3MeHIIEHO
10 0,005 r 2 pasu/mo0y.

Hesponoziunuii cmamyc na momenm 20cnimaii-
sayii. JlntuHa y cBigomocTi. OKpPyXHICTB TO-
g0Bu — 44 cm. OKpPY:KHICTH TPYAHOI KITITKA —
45 cm. Ha mikipi TymyOa, KiHI[BOK i ToJOBU —
4yucJieHHI HeBycu aiameTpoMm /1o 20 cM, 4acTKo-
BO BKpuUTI BoJsioccsam (puc. 1). Ha mikipi HMpKHBOT
YAaCTUHU CIIUHU — TITaHTCHKUN HEBYC J[iaMeTPOM
1o 20 cm. Ouni nriymaN chOpMOBaHi TPABUIIBHO,
3inuii kpyrsioi dopmu, cumerpuuni. Moropeak-
Iisl KUBA, CHIBJAPYsKHS. Bif3dHAya€Tbcs «TrOTHY-
Hey» migHebiHHs, gedopMaliis JiBoi ByIIHOI pako-
BUHU. J3UK y pOTiI pPo3TalioBaHUU MO cepeaHiii
aiuii. Oynkiii yepennux HepBiB — 63 MATOJOTII.
Curinkye 3a MpeaMeToM, pearye Ha MaTip, TTOCMi-
xaeTbes. bepe npeamern B pyku. [osoBy yrpumye.
Ha »xuBoTI 1iiHiMa€ TOJIOBY, HE CUJIUTH CAMOCTIi-
HO Ta He cigae. Peakiis onopy Bizcytas. M’sa30-
BUii Tonyc andy3Ho 3umkeHnin. CyxoxuiabHi ped-
sgekcn xusi, D=S. Cumnrom Babincpkoro 3 aBox
60kiB mosutuBHMIL. YepeBHi pediekcu BUKINKA-
1oTbest, D=S. MeHiHnreasbHi CUMIITOMHY BiJICYTHI.

Y kil AUTWHI [TPOBEIEHO KJIHIKO-/1a60-
paTopHi Ta IHCTPYMEHTaJbHI METOAM OOCTEkKeH-
HS: 3arasibHuil Ta 6GioXiMiYHUI aHaIi3W KPOBI, 3a-
raJibHUM aHaJli3 ceyi, KoaryJjaorpamy, aHasi3 KpoBi
Ha piBeHb JIAKTATy Ta IipyBaTy, eJIeKTPOKapio-
rpadito (EKT), exokapaiorpadiio, Y3/[ opranis
yepeBHOI 1OposkHUHU. CyTTEBUX  BiJXUJIEHb
Bijl HOpMU HE BUSIBJIEHO.

Ha MPT BusiBjieHO 03HAaKU BHYTPIITHbOI Bijl-
kputoi rigpornedarnii Ta cuaapomy /[lenmi—Bo-
Kepa (Tirmomnsasisg MiBKyJib 1 4epB’sika MO30UKa,
30i/bIIeH ST 4-TO MIJIYHOYKA, BHCOKE CTOSTHHS Ma-
JIATKA MO30YKa), CTaH ICJsS JIIKBOPOUTYHTYIOUOI
ornepariii.

3a pegyasratamu MPT-anriorpadii BimMiveHo
MHOKUHHY CyJIMHHY TTaTOJIOTiT0 (BEHO3HI aHTiOMH,
BEeHO3HI MaJbgopMallii, TinoT1a3is Ta 3BUBUCTICTD
CY/IMH) — IIOMUJIKOBO ITPUIHATO 32 CyIMHHY 11aTO-
JIOTi10 HAKOTIMYEHHS MeJIaHOIUTIB (puc. 2).

Ha enexmpoenueganrozpami (EET) BusiBneno
mudysHe BIOBLIbHEHHS (DOHOBOI aKTUBHOCTI. 3a-
PEECTPOBAHO TIEPIOAMYHE PeETiOHATbHE BIOBLIB-

HeHHs (DOHOBOI aKTUBHOCTI B 33/IHBOIIEHTPATBHUX
Bi/IBE/IEHHAX CIIPaBa, MOBLIbHI XBUJII MEPIOIUYHO
MaJin 3arOCTpeny (hopmy.

JAntruri BigKOperoBaHo MPOTHUCYAOMHY Te-
pamifo: ckacoBaHo (eHobapbiTan i IpU3HAYEHO
JieBeTHpaIeTaM y movYaTKoBiil 1031 25 Mr/KI, 10-
cTymoBo 36iibmryloun m03y g0 60 wmr/kr/mpo-
6y. Kpim Ttoro, mpusHaueHO HEHPOIPOTEKTOPHY
Ta Heiipomerabosiuny Teparito: Bitamin Bs, Oyp-
IMITUHOBY KUCJOTY, L-KapHiTUH, MarHiil.

3a yac nepeOyBaHHS y BiUIIJIEHHI BiMi4eHO
MO3UTUBHY AWHAMIKY CTaHy MUTUHU: 3MEHIICHHS
YaCTOTH EMJIENTUIHUX HATIa/liB, TTOJITIIEeHHS TICH-
XOEMOIIIITHOTO PO3BUTKY JUTHUHM.

Autnny BUNKMCAaHO 3 KJIHIKK 3 J1arHO30M
«MHOXUHHI BPOJKEHI BaJl PO3BUTKY: CUHPOM
Henni—Bokepa, HelpomKipHuii MeJsiaHO3, HeHa-
TmpysKeHa BHYTPINTHSA Tigporiedadris, MHOXWUHHI
crurmu aucemMbpiorenesy (roruune HeOo, gedop-
Martist  ByIrHoi pakounM). Heilipomerabostiuna
erniyiennTuyHa eHiedasonarisa 3 YacTUMU TeHepai-
30BaHUMU PE3UCTEHTHUMU IO TIPOTUCYIOMHOI Te-
pamii Hamazamu. IpyGa 3aTpuMKa CTaTOKiHeTHY-
HOTO Ta MCHUXOEMOTIITHOTO po3BUTKY. CTaH Ticsa
JIIKBOPOIILYHTYIOUO] oTlepartii».

Kainiuanii Bunamaok 2

Xnonuux /[, Bikom 14 poxiB, miepeBefieHUN
3 HEWPOXipypriyHOTO Bi/ILIEHHS 10 BiJ/IiJIEHHS
MICUXOHEBPOJIOTIl 31 CKapraMW Ha HapOCTAIOUUi
6iJb y TPYAHIN KIIITIN, KIUBOTI Ta B JIOOHIN MiJIsTH-
I1i TOJIOBH, 1[0 TIOCUJIIOETHCA TIi/] 4ac XOAbOU, 4acTi
reHepasizoBaHi  TOHIKO-KJIOHIUHI  emiJienTUYHi
Hara i, 1o BIiepliie BUHUKJIN TTCJIS OlepaTuBHO-
TO BTPYYaHHSI.

3 aHaMHe3y BiZIOMO, 10 XJOMYUK HAPOAWBCS
Bt I BaritHOCTI, sika mepebirasia 6e3 yCKIaJIHEHb.
Y3/l mix yac BariTHOCTI TPOBOAMJIOCS TPUUi: TIa-
Tosiorii He BusiieHo. Ilosorm I, BigOysmcss Ha
40—41-My THXKHI, IJISXOM IJIAHOBOTO KecapeBo-
rO PO3THHY, Maca Tijia mpu HaposkeHHi — 4350 T,
3pict — 55 em. 3a mkanowo Anrap — 8 Gasis. Bu-
MUCAHUN 3 TI0JIOTOBOTO OYAWHKY Ha 3-Ti0 100Y.
3pocTaB i po3BUBaBCA BIJIIIOBIIHO /10 BiKY. Ajiep-
riyHMi Ta ciMeiiHUi aHaMHe3 He 00TsIKEeHUIA.

Bin wapokenHsi HasgBHUM TiraHTCHKUN He-
BYC Y TPYAMHHO-TIONEPEKOBIN MJISHI TEMHO-KO-
PUYHEBOTO KOJIbOPY, HE BUCTYTIAE HAJI IIOBEPXHEIO
HTKipKW, Ma€ HempaBWJbHI Kpai (puc. 3). Ymepiie
3a TPU MicAlll 10 TocHiTatisaiiii, mciad TpeHyBaH-
HS 3 TXEKBOH/I0, 3'SIBUJINCI CKapTU Ha TOPYIIeH-
HS CHY Ta Hapocratouuil Oiib y JIOOHIN miIsHIL,
HENIPUEMHI BIUYTTS B JIBOMY OIi. Y 3B’S3KY
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Puc. 1. MNauyieHT M., BikOM 1 pik 4 micaui. MHOXUHHI cepefHi Ta riraHTCbKi rinepnirMeHTHi HEBYCU Ha LUKIPi XXMBOTa, CMUHW, CiOHWLb,
HVDKHIX KiHLIBOK. Ha LWKipi HWKHBOT YaCTUHW CNWHW — FiraHTCbKNI HEBYC AiameTpom A0 20 cm

Puc. 2. MauieHT M., Bikom 1 pik 4 micaui. KT ronoBHoro mo3sky. BorHuia nigBumiieHoi
LLiNbHOCTI MO3KOBOT pe40oBMHM B NPOEKLi BaponieBoro mocTta Ta niBoi CKPOHEBOI 4acT-
K1, 0OYMOBJIEHI TOKANIbHUM CKYMYE€HHSAM MEeNaHOUUTIB (KJiHIYHO — HEMPOLLIKIDHUA Me-

naHomaHo3). MPT-o3Haku BapiaHTa aHomanii Jenai—Bokepa

31 ckapramMu 3BEpPHYBCI /10 OTaJbMOJIOTA, SKUN
BUSIBUB HaOpsIK JIMCKY 30POBOTO HEPBa JIiBOTO
oKa. Y MoJaJblIOMy HAapPOCTJIM CKapru Ha TOJIOB-
HUiT GiJb 1 MOPYIIEHHST CHY, 3TOAOM MPHUEAHATINCS
ckapru Ha OsmoBanHst 1 pas/no0y. CimeltHuil ikap
3alli/I03pUB POTaBIpyCcHY iH(QEKIi0, IKy JiKyBaB
y JIOMaIlHIX yMOBaX. 3a KiJbKa Ai0 cTaH IOJIi-
ITUBCS, TIPOTE MiCJIS 3aHATTS 3 TXEKBOH/IO XJIOTIEIlb
IPUILIOB JIOAOMY 1 MOCKapKUBCs Ha OiIb y TPy/-
Hill KJTITTI, TICJIST 4OTO CTaBCS TEPEICUHKOMATBHIHT

92

Puc. 3. MNaujeHT []., Bikom 14 pokiB. lNraHTCb-
KU HEBYC Y IPYAWHHO-MOMNEPEKOBIN AiNaHL

TEMHO-KOPUYHEBOrO KOJIbOPY, HE BUCTYNae
Haz, NOBEPXHEIO LLKIPpW, Mae HeNpaBuIbHI kpai

cTaH. XJIOMIS TOCIITali30BaHO /10 HEHPOXipypriy-
HOTO BiJiIiJIEHHS, Jle BCTAaHOBJIEHO MliarHO3: «Bpo-
JUKeHa Bajla PO3BUTKY: TepaToMa CIIMHHOTO MO3KY
na pisai Th6». [IpoBeneHo omneparnBHe BTpyYaHHs
3 NIPUBOJLY BUJAJIEHHS JIePMaJbHOIO CUHYyCa, CTi-
HOK KicTH, ycyHeHHd (ikcallii CIUHHOTO MO3KY.

ITamozicmonoziune docnioncenns: Mopdomoriy-
Ha Ta IMYHOTICTOJIOTIYHA KapTHUHA CBi/l4aTbh HA KO-
puCTh MeHiHTeanbHOI MesmaHoruTomu, Lowgrade,
ICD-0 code 8728 /1 (puc. 4).
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b A rd e 1
m}?iu:ﬂ; a
Puc. 4. Xnon4uk /[., Bikom 14 pokiB: A — 3aranbHa rictoapxitekToHika 6iontaty 06’€MHOro yTBOPEHHSI 060JIOHOK CMIMHHOMO MO3KY Ha
piBHi ThB; ckynyeHHs1 MenaHoumTIB; 3aGapBfieHHss reMaToKCuNiH-eo3nHoMm x250; B — no3nTMBHA peakLuis 3 aHTUTInamMu 4o MenaHo-
cowm; 36inblueHHa X800; B — 3aranbHa 6yaosa nposidepary, xapaktep po3noniny MenaHouMTIB (SiNsHKU AMGY3HOrO PO3TallyBaHHS);
3abapBneHHs reMaTokcuiH-eo3nHoMm, X250; I — 3aranbHa 6ygosa nposnidepary, xapakTep po3noiny MenaHounTiB (LinsHKK dokanb-

HOro PO3TalllyBaHHs1); 3abapBieHHs reMaTtokCuiH-eo3nHoM, x800; [, — iMyHOMO3UTUBHI KAITUHU 3 @aHTUTINaMK 40 MelaHOCOM; [0-
3abapeneHHs rematokcuniHom, X150; E — nponidepaTtnBHa akTUBHICTb: iIMyHONMO3UTUBHI KNiTUHM (MOOAMHOKI) 3 aHTUTINaMmn o Ki-67;

n003a6apB/IeHHs reMaToKCUniHoOM, X250

Hesponoziunuii ozisd. Jlutuna y CBiIOMOCTI.
KorniTuBHMIT  PO3BUTOK  BIATIOBiZIa€  BIKOBI.
Ha ormap pearye ajexkBaTHO, CUIUTL i TPUMae
IIPaBOIO PYKOIO 3a IIPaBUil Bi/i/liJl TPYIHOI KJIITKH,
crorre. 3inuii okpyrm, D=S, mictarm ropuson-
TaJBHUN, PYyXU OYHUX SAOJYK He oOMexeHi, ¢o-
Topeakiist kBaBa. O6guudst cumerpudHe. 3K y
MMOPOKHWHI PoTa 10 cepefHiit yinii. KoBTanusa Ta
¢donariist ve mopyieni. M’si30Ba cusa — 5 6asiB.
M’s3oBuit Tonyc HopMmocteniunuii, D=S. Cyxo-
sKubHI pedarexcn xusi, D=S. UyTtmmusicTs He 110-
pymieHa. YepeBHi pedaexcn BUKauKaoThes, D=S.
[TaTosoriuni pediexcu HeraTusHi. I1arostoris 360-
Ky Ta30BUX OpraHiB He BUsiBJIeHa. Y 11031 Pombepra
cTivikuii. MeHiHTea/IbHI CUMTIITOMY HETATUBHI.

VY kJiHili AMTUHI TPOBEIEHO KIIiHiIKO-1abopa-
TOPHI Ta iIHCTPYMEeHTaIbHI METOIM OOCTEKEHHS.

EET 3a esponpomoxonom. Ilomipni nudysHi He-
cneruivuni 3MiHM y BUTIJISAALI [e30praHisaiii Ta
nepiofinyHOro A y3HOro BIOBiJIbHEHHST (HOHOBOI
aktuBHocTi. IlepiognuHe perioHasbHe BIIOBiJIb-
HeHHsA (POHOBOI aKTUBHOCTI B 3aHHOCKPOHEBUX
BifIBE/IEHHSAX CIIPaBa, MOBITbHI XBUJII TEPIOITIHO
Manu 3aroctpeHy ¢dopmy. Emisentudgophi 3minn
He BiJMideHi.
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EET mpusanicmio 3 200unu. BusiBieHo 3MiHu
6iOTIOTEHIia/IiB TOJIOBHOIO MO3KY erijientudop-
MHOTO XapakTepy Ta y BUIJISAIL AU(DY3HOTO Tepio-
JIMYHOTO YTOBIJIbHEHHS OCHOBHOI aKTUBHOCTI. Pe-
rioHaJbHE TTPOJIOBKEHHS BIMOBITbHEHHS B TIPABUX
CKPOHEBUX BijiBe/iIcHHAX. PerioHasbHI KOMILIEK-
CH TOCTpa-ToBiJibHA XBUJIsT 4acToToio 1,6—2,5 Iy
Ta amiutityznolo 10 120 mMxB y mpaBux ckpone-
BUX BIIBEJICHHAX Y CKJIQJIi TIPO/IOBKEHOTO pe-
riOHAJIBHOTO ~ BIOBiIbHeHHS. DOTOCTUMYJIAILIS
Ta TilepBeHTUJISIis BIVIMBAIOTH Ha ermijenTudop-
MHY aKTHUBHICTb y BUTJIA/I TiABUIEHHS 1i 1H/IEK-
cy. 3adikcoBaHi 3MiHU CaMOTIOUYTTS TMAIlIEHTA HE
CYTIPOBOJIKYIOTHCSI CHHXPOHHUMM MATOJIOTIYHUMUI
aminamu EET. Hamanu He 3apeectpoBaHi.

MPT 205108H020 M03KY 3a eninpomoxoiom. bara-
TOBOTHUILEBUII TPoIIeC JOOHKX i TiM SIHUX YaCTOK,
iMOBIpHO, 3amajbHOTO TeHe3y abo 06yMOBJIEHUI
mikpoanrionarielo. Ctpykrypa 060X TillOKaMIIiB
He 3MiHeHa.

MPT 2011061020 M03KYy ma ycix 6i00inie xpebma
3 xkoumpacmysannam. CTaH TiCIasA OmepaTUBHO-
ro BUJIAJIEHHS IHTPAyPaJbHOTO yTBOPY Ha PiBHI
Th6, ycynennst dikcaiii clmMHHOrO MO3KY, Ipe-
HYBaHHSI apaXHOIMAIbHUX KICT y 3a/HIX Bijlijiax
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Puc. 5. MauyieHT 4., Bikom 14 pokie. MPT ronioBHoro mo3ky (A) Ta BCix BigainiB xpebta (B) 3 koHTpacTyBaHHsAM. CTaH nicns onepaTtme-
HOrO BUAANEHHS IHTPaAypasibHOro YTBOPY Ha PiBHI Th6, yCyHeHHs dikcaLlii CMIMHHOro MO3Ky, APEHYBaHHS apaxHOifanbHUX KICT y 3a4HixX
BigAinax aypanbHoro miwka. MPT-03Haku 3/1yKOBOro npouecy B 060/10HKax CAIMHHOIO MO3Ky Ta AypanbHOMY MillKy Ha piBHi C4-Th12,
3 o4y Ha AaHi KNiHIKKM Ta aHaMHe3y, 9K HacnifloK XPOHIYHOro apaxHoianTy, iMOBIPHO, CIPOBOKOBAHOIO HENPOLLKIPHMM NPOLLECOM
(MenaHo3om 060510HOK y pamkax Congenital giant pigmented hair nevus), 3 po3BMTKOM BHYTPILLHBLOI rigpouedanii Ta eHuedanonarii

(T1-i T2-3BaxeHi 306paxkeHHs)

nypasibHoro Mmitika. MPT-o03Haku 3;1yKoBOTO 11pO-
11ecy B 000JIOHKAX CITTHHOTO MO3KY Ta Iy PATHHOMY
mimky Ha piBai C4-Th12, 3 orsisiy na nani KriHiku
Ta aHaMHe3y, SK HaCJiJIOK XPOHIYHOTO apaxXHo-
iIUTy, IMOBIPHO, CIIPOBOKOBAHOTO HEWPOIIKIp-
HUM IIPOTIecOM (MeJTaHO30M OOOJIOHOK y PaMKax
Congenital giant pigmented hair nevus), 3 HeraTus-
Hoto MPT-aumHnaMikoio MOpiBHAHO 3 TaHUMH TIOTIe-
peanix MPT-npocriijskerb, po3BUTKOM BHYTPIIII-
HbOI rigporedarii ta erredanonarii (puc. 5).

Koncyromauiss — ogpmanvmonoza: 3actpiitHuii
JINCK 30pOBOTO  HepBa, AB0OIuHO. IIpoBemeHO
OTITUYHO KOTePeHTHY ToMoTpadiio.

Koncynvmauis depmamonoza: BpomaKeHuin Tep-
MaJIbHUI MEJTAHOIIUTO3 CIIUHU, OOMEKEHUI.

Koncynvmauiss xapdionoea: manux 1po Baiy
cepIid i TaTosI0Tiio MioKap/ia HeMae.

[omnmieporpadis cyauH HUPOK: AOIILIEpOMe-
TPUYHI O3HAKW TiIBUIIEHHS PE3NCTEHTHOCTI Cy-
TMHAX HUPOK He BUSBJIEHI.

[utnny nepeseneno no /1Y <«Inctutyr neii-
poxipyprii imeni akaza. A.Il. PomomanoBa» 3
niarnozom: «Hefipomkipuuii menano3 PokiTanch-
KOTO, CTaH MiCJig BUAJEHHS TePATOMU 3 MeJIaHO-
ruto3om Ha piBai Th6. Cymomunit cungpom. Bay-
TPIlTHA Tigponedatisa».
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Orxe, y marienta giarao3 HIIIM BcTtanoBieHo
JIUIIIIE TICJIST PO3BUTKY YCKJIaIHEHb, 00YMOBIEHUX
JIMCEMIHAITIEIO TTPOIIECy TICs OTePaTUBHOTO BTPY-
YaHHS Ha CTMHHOMY MO3KY. [lomupenns mesnano-
IUTAPHUX KJITUH 10 000JOHOK TOJIOBHOTO MO3KY
MTPU3BEJIO JI0 PO3BUTKY OKJIO3iMiHOI Tifpoiiedalii.
Y noganpimoMy AWTHHI TTPOBEAECHO JIKBOPOIIYH-
TylOuy ofepaiiio (BeHTPUKYJIOTEPUTOHEATbHE
NIYHTYBaHHA ), MiCJS JKOI 3HUKJIU eIi30/I1 BUpPa-
JKEHOTO TOJIOBHOTO O0O0JI10, HApOCTAI04oro OO0JII0
B TPY/IHII KJITIM, )KUBOTI Ta GuioBanHs. Ha panuii
MOMEHT OTPUMYE MPOTUETIJICIITUYHY Teparliio, TO-
mipaMar y TepaneBTUYHIN /1031, enijienTuyHi Ha-
nazu BificyTHi. HaBemenuii KJiHIYHUI BUTTAZOK
MOKa3y€e HeoOXiAHICTh PaHHBOTO OOCTEKEHHS JIi-
Tell 3 TIraHTCHKUM MeJIAHOIIMTAaPDHUM HEBYCOM Ha
HassHicTh npostis HIIIM (KT 06010HOK 10J10B-
HOTO MO3KY 3 KOHTPACTYBaHHSAM, TEHETUYHE TECTY-
BaHHS).

Oo6rosopenHs

Omucani KJIIHIYHI BUMAJKW TOKA3ylOTh TOJi-
MOp}i3M BIKOBOro 1e010Ty, KJIIHIYHUX CUMIITOMIB,
nepebiry Ta nporrody HIIIM y aiteit. Hamu tipo-
BEIEHO 3iCTaBJIEHHS KJIHIYHUX OCOOJIMBOCTEN
nepebiry HIIIM y marfieHTiB, SsKUX MU CIIOCTEPi-
rajqv B KJIiHINI, 3 gaHuMu Jiteparypu (Tabir).
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Tabauys

Oco6anBOCTI Nnepebiry HeMpoLIKIPHOro MesaHo3y B 06CTEXEeHUX aitein
Ta 3a gpaHumm niteparypm [1-3,5,7,9,13,16,17,20-22]

NepLviX MICSLIB XNTTS

O3Haku JlitepaTtypHi paHi Mauient 1 MauieHT 2
MNepuHaTtanbHnin HacTo MEPTBOHAPOXEHHA [Mi3Hi recTos nig, 4ac sarit- Bes ocobnmsocTei
nepion, ab0 [iT! MMHYTE MPOTAMOM HOCTI, ManoBOAOS

Ha 34—35-My TVXHI

KOPUYHEBOIO KOMbOPY 3
NI0CKOI0 200 COCOYKOBOIO
MOBEPXHEID, HITKUMIN MEXamMK
Ta rinepTprxo3omM

Bik nosisu HeBpoOno- | [MepLui 2—3 pokn XnTTS 1 pik 4 micaui 14 pokis
MYHNX yCKNaaHEHb
LLIKIpHI 3MiHNM Bennki abo MHOXUHHI HEBYCU | MHOXWHHI CepeiHi Ta riraHT- | [IraHTCbKWI HEBYC Y FOYOMHHO-NONe-

CbKi MiNepnirMeHTHI HeBYCK Ha
LWKIpI XMBOTaA, CMNHW, CIOHW-
Lb, HVXHIX KIHLBOK. Ha LwKipi
HVXXHBOI YaCTUHN

CMUHW — TIFaHTCbKWI HEBYC
diameTtpom 10 20 cMm

PEKOBIV AINSFHL TEMHO-KOPWYHEBOIO
KOSIbOPY, HE BUCTYMNAaE Ha, NOBEPXHEIO
LIKIpW, Mae HenpasWiibHI Kpai

HepBOBO-MNCUXIYHNN
DO3BUTOK

MepesaxHo 6e3 3aTpUMKM

BiacraBaHHs B NCUXOMOTOP-
HOMY PO3BUTKY

bes sarpumkm

Mepwi KNiHIYHI C1M-
NTOMMN

MoniMopdHi

YHacTi reHepanizoBaHi
TOHIKO-KOHIYHI Hanaam

3acTinH1IA AMCK 30POBOIr0 HEPBA,
Oinb y rPYAHIN KiTU], XMBOTI Ta B N06-
Hi OinsgHLI TONOBW, Hya0Ta, reHepani-
30BaHi TOHIKO-KJOHIYHI eninenTnyHi
Hanaan

HasBHICTb aHOManii
Jenni—Bokepa

Y 10% naujeHTis

Tak

Hi

linepTeHsin-
HO-rigpouedans-
HM CUHOPOM

[ONOBHUI: ApAaTIBAVBICTb,
COHNMBICTL, BIOBAHHS,
PUMIAHICTE NOTUANYHMX M’ A3iB
i HAOPSIK AMCKIB 30POBMIX
HepsiB

Po3sBKHYBCA nicns 3 pokiB

PossrHyBCs nicng 14 pokis

EninentnyHi Hanaan

[MoniMop®iam eninenTnyHnX
Hanagis: GokKanbHi i BTO-
PUHHO-reHepanisoBaHi 3
NO3UTMBHOIO BIgNOBIAAIO Ha
MOHOTepanito abo 3 pesu-
CTEHTHICTIO

[eHepanisoBaHi TOHIKO-KNOHIY-
Hi Hanagu. JndysHe BNOBiNb-
HEHHA POHOBOI aKTUBHOCTI

Ha EEl

[eHepanisoBaHi TOHIKO-KTOHIYHI
Hanaay. CyooMHi Hanaam y CTRYKTYpI
cUMNTOMY eninencii abo aekoMneH-
caujs rinepTeH3INHOro CMHAPOMY, LLO
€ TPUrepoM CyAOMHOrO CUHOPOMY.
PerioHanbHe NpOAOBXEHHS BMNOBIfb-
HEHHS Y MPaBUX CKDOHEBUX BiaBe-
NEeHHAX. PerioHanbHi KoMMnekcn
rOCTPa-MNoBiNbHa XBUS 4aCTOTOO
1,6-2,5 'y, Ta amnnitynoto 0o 120 mkB
y NPaBux CKPOHEBWX BiABEAESHHSIX

MPT ronoBHoOro tTa
CMNHHOIO MO3KY

Bornuia rinep- abo i30iH-
TEHCKBHOIO curHany Ha T1
y napeHxiMi Ta 060n0oHKax

MO3KY

BorHuwa nigsui,eHoro
MPT-curHany B npoek-

Lii Baponiesoro mocta Ta
NiBOI CKPDOHEBOI AINAHKN,
00OYyMOBNEHI BiAKNAAEHHSIM
MenaHouuTiB y pamkax HLLIM.
MPT-03Hakn BapiaHTa
JleHni—Bokepa

baratoBorH1LWEBNA NPOLIEC Y NOOHMX
i TIM'AHKX YaCTKax i3 PO3BUTKOM
BHYTPILLIHBOI rigpouedani ta eHueda-
nonarii. MPT-03Haku 3/1yKOBOrro npo-
Lecy B 06010HKax CAMHHOMO MO3KY Ta
aypanbHOMY MillKy Ha piBHi C4-Th12,
3 0MIA4y Ha AaHi KNIHIKK1 Ta aHaMHEesy,
AK HACNIOOK XPOHIYHOIrO apaxHoianTy,
IMOBIPHO, CNPOBOKOBAHOMO Hen-
POLWKIPHMM NMPOLIECOM (MEeNaHo30M
060M0HOK)

HeBponoriyHmii
cratyc

YpakeHHd KpaHiasibHNX
HEPBIB, CEHCOPHO-MOTOPHNN
0ediunT, NopyLeHHA QYyHKLUII
KMLLEYHKKa Ta CEe4Y0BOro
Mixypa

BigctaBaHHg B NCMXOMOTOP-
HOMY PO3BUTKY

BorHuwesoi natonorii Hemae

OcobnmBoCTi NPO-

LLIBNOKo — npwr manirHisadji

JocarHyTo cTabinisadii KniHiv-

LocarnyTto crabinisaui KniHIYHOI

NPOTUENINENTUYHY
Tepanito

Mae. TnMmyacoBu eekT Bif,
ropMoHoTepanii

rpecyBaHHs HeBYCiB, Hoi kapTuHK. Ticna 3 pokis KapTuHU
NOBINbHO — 3@ OE3CUMMTOM- | TPOrPecyBaHHs NpoLecy 3
HOro nepeobiry DO3BUTKOM rigpouedanii Ta
neTanbHUM HaCiAKOM
Bignosigp Ha EdexTBHOro nikyBaHHA He- | IosuTrBHa BIONOBIAb Ha [TosuTBHa BIANOBIAL Ha ToNipamar

nesetvpaueTam

OnepatnsHe niky-
BaHHS

BeHTpuKkyno-neputoHeansHe
LIYHTYBaHHA (JTIKBOPOLLYH-
TylO4y onepaLiito) 3 METOIO
KOpekUji rinepTeHsinHoro

CUHOPOMY

[MpoBeneHO NIKBOPOLLIYHTYIOHY
onepaujto

[TpoBEAEHO NIKBOPOLLYHTYIOHY One-
pauito
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IIpodosacenis mabauuyi
O3Hakun JlitTepaTtypHi paHi MauienT 1 MauieHT 2

Pesynsraty naro- JNlentomenaHounTos 060/10- | He nposeaeHo MopdonoriyHa Ta iMyHOriCTONOrM4YHa
rictonorii HOK MO3KY, HasiBHICTb ManirHi- KapTVHa CBioYaTb Ha KOPUCTb MEHIH-

3auji npouecy reanbHoOI MenaHoumTomn, Lowgrade,

ICD-0 code 8728/1

[MporHos BuxmBaHHA — 6M3bKO Hecnpustmsnin BiAHOCHO CNpUSTANBIAN

3 pokie. bes manirHisauji npo-

rHO3 Binble CNpUATANBAIA

Cepen BizMmiHHOCTENl 3Beprac Ha cebe yBary
[aToreHes3 eIiJIeNITUYHUX HAIa/liB B 0OCTEKEHUX
martieaTis 3 HIIIM. ¥V mnepioi iuTHHU BOHU BU-
HUKJIW BHACJIIOK MeJIAHOIMTAPHOI iH(iIbTpaltii
mapeHxiMu Ta 060JIOHOK MO3KY, Y APYTOl TUTHHU
PO3BUHYJNCSA CUMITOMATUYHI HaIaau, iIMOBIpHO,
MOB’s13aHi 3 JIEKOMITEHCAIlIE€I0 BHYTPIIIHbOYEPETI-
HOI TinepTeHsii, siki He MOXKHa ITIOBHOIO MipoIo BBa-
sKatu ernijiericiero B ctpykrypi HIIIM.

BucHoeku

Hetipomkipuuii MesnaHo3 € piAKiCHUM 3a-
XBOpIOBaHHSIM 13 Tpynu daxomaTosiB. CBoe-
YacHa [iarHOCTUKA Ta PaHHSI CHMITOMATHYHA
Teparis JaloTh 3MOTY MiJIBUIIUTH SKICTb 1 TpU-
BalicTh KuTTd mnamieHTis. [lig vac ormsapy nm-
TUHU JIiKap He3aJeKHO BiJ[ CIeIiaJbHOCTI Mae
PO3JASATHYTU JUTUHY Ta OTJISHYTH IIKIPHI TOKPU-
BU 3 METOIO BUSABJICHHS 03HAK HEHPOIIKIPHOTO 3a-
XBOPIOBAHHS. 3PO3yMiJio, 10 He KOKHUI HEBYC
€ TPOSIBOM HEUPOIIKIPHOTO MeJaHO03Y, aje Ipo 11e
3aXBOPIOBAHHST 3aBXKAM CJIJI TTaM’siTaTh, 0co0Jm-
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