CEPHALGIA

2021, 23, 1

AVNVOEPEHUMANHA OQUATHO3A HA LEPEBENMT
C LHERMITTE-DUCLOS SYNDROME

PE3IOME

ANOEPEHUNANHA ONATHOSA HA
LEPEBENNT C LHERMITTE-DUCLOS
SYNDROME

A. AceHosa’2, . AnekcaHOposa’?, H. Tonanog??3,
M. Konesa', E. PoOornicka’, E. Cnaekosa’,
M. HeHesa’, B. Tomog', B. boxuHosa’

" KnuHuka o HepsHuU 6onecmu 3a deua,
YMBAJIHIT ,,Cs. Haym”, MY — Cogbusi
2 Kamedpa no Hesponozaus, MY — Cogpusi
3 OmoeneHue no ObpasHa OuasHOCMUKa,
YMBATIHI ,Cs. Haym”

LlepebenuTtute ca eHuedanmTn, HaN-4ecTo OCTpWU, N No-
PSAKO NOAOCTPU UM XPOHWUYHK, C MU3siBa Ha LepebenapeH
CVMHAPOM, XapaKkTepHu ca 3a geTckaTa Bb3pacT. OcTpute Le-
pebenunTy ce AnarHOCTULMPAT NPU OCTPO Bb3HMKHA AUCKOOp-
OVHAUMOHEH CUHOPOM (aTakcusi ¢ NMPOMEHW B roxoakaTa,
HUCTarbM, TPEMOP, AU3APTPUS U XUMOTOHMS), KAKTO U eKCTpa-
uepebenapHn cuHgpomu kato ¢ebpunutet, rmasobonue,
nospbLuaHe. bonectTa Ha Lhermitte-Duclos e psagko natono-
IMYHO CbCTOSIHWE, NPeACTaBnsABaLLO AUCTNACTUYEH FraHImno-
UMTOM Ha Mankus Mo3bK. KnuHuyHata kapTMHa He e
cneumdunyHa, obmyanmHo ce CBbp3Ba C U3siBa Ha CUMMNTOMMU Ha
NMOBULLEHO BbTPEYEPENHO HansiraHe, Mo3b4Ha AUCHYHKUUS U
nesus Ha kpaHuanHu Hepeu. CbBpeMeHHaTa HeBponsobpass-
BalUN U3CNeABaHNs KaTo KOMMITbpHa Tomorpadusa n mar-
HWTHO-pe30HaHCHa ToMorpadusi AONPUHACST 3a NOCTABAHETO
Ha NpaBuIHaTa AnarHosa u npea- v criegonepaTyBHa OLeHKa.
MpencraBsiMe 7-roamLiHO MOMUYE, KOETO € AnarHocTuumpaH
C uepebenuT u B gudepeHLmanHo-guarHocTmyeH nnaH e ob-
cbaeH LDD.

KniouoBu pgymu: uepebenut, 6onect Ha Lhermitte-
Duclos, KT n MPT uscneaBaHe
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Cerebellites are inflammatory disorders with acute course
and childhood onset, in rare occasions they can be subacute
or chronic. The acute cerebellitis are diagnosed in cases with
acute onset of impaired coordination (ataxia of stance and
gait, nystagmus, tremor, dysarthria and hypotonia) as well as
extracerebellar features like fever, headache and vomitting.
Lhermitte-Duclos disease is a rare pathologic condition con-
sisting of a dysplastic gangliocytoma of the cerebellum. The
clinical presentation of this disease is not specific, it is usually
related to intracranial pressure, cerebellar dysfunction, and
cranial nerve deficits. Modern neuroimaging as CT and MRT
contributes to a correct diagnosis and pre- and postoperative
evaluation. We report a 7-year-old girl who was diagnosed
with cerebelitis and LDD was discussed in the differential di-
agnosis plan.

Key words: cerebellitis, Lhermitte-Duclos disease, CT
and MR imaging
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BbBegeHue: Llepebenntute ca eHuedanutu,
Ha-4eCcTo OCTPU, 1 NO-PAAKO NOLOCTPU UM XPOHUYHN,
C n3siBa Ha uepebenapeH CMHAPOM, XapakTepHu ca 3a
aeTckarta Bb3pacT. OcTpute LepebennTn ce guarHocTu-
uMpaT npyv OCTPO Bb3HMKHAN AWCKOOPAMHALMOHEH
CMHAOPOM (aTakcusi C MPOMEHM B NOXOAKaTa, HUCTarbm,
TPEMOP, AN3apPTPUSA U XMNOTOHUS), KaKTO N ekcTpaue-
pebenapHn cMHapomu kaTo debpunutert, rmasodonue,
noepsLlaHe (1, 5, 7). NpuumHaABaT ce OCHOBHO OT BU-
pycu (Varicella Zoster Virus, mopbuneH, napoTuteH u
xenatuteH A, Epstein-Barr, Coxsackie n 3anagHo-Hun-
CKu BUpYC), psiako oT 6aktepun (Borrelia Burgdorferi npu
Jlarimcka GonecTt) unmu ca ¢ aBTOMMyHHa eTuonartore-
Hesa Npu aBTOUMYHHUTE eHLedanMTn ¢ OCHOBHa 13sBa
Ha aTakcus 1 CTBOMOBA CUMMNTOMAaTHKa (OCTbp AucemMu-
HUpaH eHuedanoMmenuT, oNTU4eH HEBPOMUENNT, EH-
uedanut Ha Bickerstaff, opsoclonus myoclonus
syndrome, napaHeonnacTuyHM npu nmmdgpomMm Ha
Hodgkin v gp.) (1).

Bonectra Ha Lhermitte-Duclos (LDD) unu gucnna-
CTUYEH raHIMM1oLMTOM Ha Marnkms MO3bk € psifko 3abo-
nsBaHe, 3a KOeTO ce cbobliaBa 3a NbpBU NbT B
nutepartypata npe3 1920 r. (8). Cuuta ce, 4ye 3aema
MEXAMHHO CbCTOSHME MEXAY IMUOM C HUCHK 3roKa-
YecTBeH MHAEKC 1 GaBHO nporpecupawo Mandgopma-
TUBHO-AMCNNACTMYHO 3abonsasaHe (11).

MpeacraBsame KIMHWUYEH Cryvain Ha MOMUYe Ha 7-
roguwiHa Bb3pacT, XxocnutanuanpaHo B KnvHukaTa no
HepBHKU OonecTtun 3a geua npu YMBAJIHI ,Cs. Haym”,
C NMocTaBeHa AuarHosa uepebenut, npu KoeTo nopagu
XapakTepHa HeBpon3obpassBallla Haxoaka B AudepeH-
uuarnHo-guarHocTuyeH nnaH e obcbaeH Bb3MOXEH
cnHgpom Ha Lhermitte-Duclos.

AHamMHe3a: Momuye Ha 7 roguHu ¢ onrnakBaHus
OT exefHeBHO rmaBobornue, 3ano4yHano 2-3 cegMuum
cnep npebonenyBaHe OT UHPEKUMUS Ha TOpHUTE anxa-
TenHu nbTuwa. bonkara 6una nokanusmpaHa npeanm-
HO YenHO, Ha MOMEHTU U TUIHO, 6e3 CBETOBBLPTEX, 6e3
HapyLLeHusi Ha 3peHneTo. M3sBsiBana ce 1 nNpes HowTa

cbC cbOyxaaHe nopaau 6orka, Npuapy>KeHa oT NoBpb-
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LLIaHe B HSKOM OT cny4vauTe. Mimana npexodeH u Hegoc-
TaTbyeH ePeKT OT MPUEM Ha aHaNTeTUK.

HeBponoruyeH crartyc: Jluncear 6enesn Ha me-
HWHrO-paavKynepHo apasHeHe. KpaHnanHu Hepsu — B
Hopma. [iBuraTternHa OefHOCT — 3ana3eHn akTUBHU U na-
CVIBHW OBWXEHUS B YeTUpuUTE KpanHuka. CyxXOXUITHU
pedrnekcn — yMepeHo XuBW, OBYCTPAHHO €4HaKBU B
FOPHW U AOMHW KpanHuum, 6e3 natonornyHn. KoopanHa-
UMsa — OUCKpPETHa AU3METPUs NMpu HOCO-NoKasaneyHa
npoba ABycTpaHHo, noBeye BnsBo. CETMBHOCT — CbXpa-
HeHa MOBbLPXHOCTHa WM Abnboka ceTusBHoOCT. [Nanna-
TopHa ©Oomne3HeHOCT napaBepTebpanHo  LUMIAHO.
lMoxoagka — camocTosTenHa, 6e3 ocobeHocTn. TazoBu
pesepBoapu — KOHTponupa. Buclum koposu oyHKLMN —
B HOpMa.

HeBpoodTanmonor: [anunn ¢ ssCHU rpaHuum,
6e3 NpoOMUHeHLMS, po30BU. PeTnHM 1 cboBe B HOpMa
3a Bb3pacTtTa. Busyc gsyctpaHHo = 1,0.

KomnioTbpHa Tomorpadwmsa (KT) Ha rmaBeH
MO3bK: BeHTpuKynHa cuctema — no cpeavHHa nuHus,
XOPU3OHTMPaHU TemnoparnHu pora Ha CTpaHUYHUTE
BEHTPWKYNW, KaTo NpW Ha4YarHa okny3uBHa xuapoueda-
nus. 3agHa YyepenHa siMKa — 30HM Ha NMOHWXKEHW NiTbT-
HOCTHM XapaKTepuUCTUKM B [OBETE MarkOMO3bYHU
xemuncdepu no-nm3paseHo B NABO, 3annyenn cybapax-
HOMOHWN MPOCTPaHCTBa MO uepebpanHnsa KOHBEKCUTET
OBYCTPaHHO, 3HAYUTENHO CTECHEHU 4-TW BEHTPUKYN ”
OKOocTBONOBM UncTepHu. 3akntodeHne: KT Haxopka
KaTo npu LepebennT 1 HavanHa okIy3uBHa cynpaTeH-
TopuanHa xuapouedanus (cwur. 1).

MarHuTHope3oHaHcHa Tomorpadusa (MPT) Ha
rnmaBeH MO3bLK CbOTBETCTBA B ronsiMa CTeneH Ha uepe-
©enuT ¢ ronemun XMNepuHTEH3HM nesnn npu T2 namep-
BaHe. B [ morat ga ce obcwbxaar uepebenapHa
rmmomaTtosa, cuHgpom Ha Lhermitte-Duclos (cowr. 2 ).

lMpoBegeHa e NPOTUBOOTOYHA Tepanus ¢ KopTu-
koctepouau (KC), kato nocteneHHo rnmaBobonueTo oT-
wyms, 6e3 nssaea Ha JOMbIIHUTENHA CMMNTOMAaTKKa no
BpeMe Ha xocnuTanusauusita. Cneg 3-meceyeH nepuos
Ha npocnegsiBaHe KNMHUYHO AeTeTo e 6e3 rmasobonue

n 6e3 OTKNOHeHMs B HeBponornyHusa crtatyc. MPT Ha-
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®ur. 1 KT Ha rmaBeH MO3bK CbC 30HU HAa MOHWXXEHU MITbTHOCTHU XapaKTepucTtukum B ABeTe MaJiIkOMO3b4HU XeMVIC(bepI/I

no-u3paseHo B NABO, 3arIMYeHn cyGapaxHOUAHM NPOCTPAHCTBA MO LepebpanHua KOHBEKCUTET ABYCTPaHHO, 3HAYUTESTHO

CTECHEeHMU 4-Tn BEHTPUKYJT U OKOJTOCTBOJIOBU LLUCTEPHU KaTo nNpu uepe6env|T M Ha4vasniHa OKJly3uMBHa cynpaTteHTopuarnHa

xuapouedanusa

®ur. 2 MPT Ha rmaBeH MO3bK C pa3HOKapnMopeHn XunepuHTeH3Hu T2 ne3nu B Mankus Mo3bk

XogKaTa noka3Ba 3Ha4YMTenHo 0OpaTHO pa3BuTHE Ha 13-
MEHeHusITa.

O6cbxpaHe: OcTpuart uepebennt e psako Bba-
nanutenHo 3abonsaeaHe, KOETO 3acsra Mankusi MO3bK U
Ce xapakTepuaupa c ronsima KnuHudHa BapuabunHocT
OT [OOpOKaYeCTBEHN CPaBHUTENHO OrpaHnyaBallLm ce
CUMMNTOMU [0 TEXKO, PYNTIMMHAHTHO NPOTUYAHE C BUCOK
puck 3a netaneH uaxog (1, 5, 7). HebnaronpuatHata
NporHo3a B Te3u criydam ce obycnaBs OT pa3BUTUETO Ha
OCTpa xugpotedanus, KOMNpecusi Ha 3agHara YepenHa
sIMKa 1 pa3BUTMETO Ha MHTPaKpaHManHa XmnepTeH3us,
[oKa3Baly ce ¢ HeBpousobpassBallM uscnenBaHust
(1). B andpeHLmanHo-guarHocTyeH nnaH npu 3abons-
BaHETO Ha MbPBO MACTO ce 06ChbXAaT MasKOMO3bYHU
TYMOPWU, BKITHOYUTENHO 1 cnHApom Ha Lhermitte-Duclos.

Bonectta Ha Lhermitte-Duclos (LDD) e psagko 3a-
bonsiBaHe, KOETO 3acsira MNO-4eCTO MaLMEHTU Ha Bb3-
pact mexay 30-50 roanHu, BbNpEeKn 4ye Moxe fa ce

noABU MNMpn KbpMadeTa unm Bb3pacTHU Hag 60 roguHu

(4, 6). He ca cvobwaBart B nuTepartypaTa pasnuyns B
pa3npegeneHneTo Ha 6onecTtTa no non u paca (9, 10).
Lhermitte u Duclos onuceat 3a nbpBM NbT criydan Ha
aucnnactnyeH UepebenapeH raHrmuouMToM npes
1920 r. Te nscnegBaT XUCTONOIMMYHO Ne3nsiTa, KaTo oT-
KpuBaT eKCTPEMHO pasLiMpeHa MO3b4HM DONMK € aHop-
MarnHW TaHImMWAHU KNeTkn M 9 obo3HavaBaT KaTo
OVdY3€eH raHrmMoHEBPOM.

V3BeCTHU ca NpoTMBOpPEYMSt OTHOCHO ETMONOrnsTa
Ha 3abonsiBaHeTo — TO MOXe Aa 6bae ¢ xamapTomaTo-
3eH, HeonnacTU4eH Unun BpogeH mandgopmartmeeH npo-
naxop (3). CbCTOAHMETO HYECTO Ce CBbp3Ba C pasnnyHu
BMAOBe Mandopmaumm, kato makpouedanus, merase-
danus, CUPUHrOMUENUs, NONNOAKTUNA, MHOXECTBO
XEMaHIMOMMU U KOXKHO-NTUraBUYHU Ne3UN, KaKTo 1 3roKa-
yecTBeHM 3abonsBaHMa Ha rbpgaTa, LWKUTOBMAHATA
)Xresa, MMKOY0-MosioBUTE M CTOMALLIHO-4YpeBHU 3abons-
BaHu4 (12). B 40% ot cnyvauTte ce acoumupa CbC CUHA-

poma Ha Cowden, npu konto npu 80% OT nauneHTuTe
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ce pgokassaT MmyTaumn B reHa PTEN B nokyc 10923.2.
MyTaumsita B TO31 perMoH MoXe Aa CTuMynmpa npornu-
depaumsiTa U MHBa3UATa Ha KMETKU, KaKTO U Aa UHXK-
Oupa TAXxHaTa anonTto3a, KOeTo cnocobcTBa 3a
aHopmareH pacTex Ha rpaHynumpaHuTe KNeTku.

KnuHnyHoO naumeHTnTe morat ga 6vaaTt acumn-
TOMHM UNN Ada NposiBABAT CUMMTOMU KaTO aTaKkCus,
rmaBobonve, napanu3a Ha KpaHuanHu HepBU, CBETO-
BbPTEXK, MCUXUYHN CUMMATOMM, @ B MO-TEXKUTE Criyyam
Morat Aa ce MaHudecTMpat U CUMNTOMW Ha MNOBULLEHO
WHTpaKkpaHuarnHo HansraHe, nopaam passutue Ha Xua-
pouedanus, kKaTo YectoTaTa U CTENeHTa Ha TEXEeCT Ha
3abonsgBaHeTO 3aBUCAT OT pa3Mepa U MeCTOMoroxe-
Hneto Ha nesuaTa. OOBMKHOBEHO NauueHTUTe mMmat
CYMMTOMMU C rofnisiMa A4aBHOCT OT NopsiibKa Ha HAKOMKO
roauvHW, KOeTo Nnoka3sa, Ye 3abonssaHeTo e ¢ 6aBHO
nporpecupawnsa xapakrep (2, 3).

X/CTONMOrMYHOTO M3crefBaHe Ha MO3bYHa TbKaH
npy LDD paskpua OecTpyKuusa Ha HopManHuTe man-
KOMO3bYHW KOPTMKAIMHU CNoeBe C AUCNNACTUYHU XU-
nepTpoduUpaHn raHrmMNHNU KNeTkuM, KOeTo BoAu A0
pasLwmpsiBaHe Ha rpaHyrnapHus Crow 1 noBuLLIEHa Mue-
NHU3auus B MONeKynspHus crnow. Jiunceat 6enesu xa-
pakTepHM 3a HeonnacTudyHu obpasyBaHMsa KaTo
MUTOTUYHA aKTMBHOCT, HEKPO3a W eHaoTeNnHa nponude-
pauus. He ca onucaHu cnyyau Ha 3nokadyecTBeHa TpaH-
cchopmauus.

Mpn MPT mn3cneaBaHe Ha rmaBeH MO3bK Ce yCTa-
HOBSIBa €KCMNaH3MBHO pa3nonoXeHa nesus, XMNnouHTeH-
3Ha npu T1- 1 xvnepuHTeH3Ha npu T2-namepBaHu4,
KOeTo ce acoummpar ¢ atpodusi Ha BsMOTO BeLecTBo,
yaebensiBaHe Ha KOPTUKanHMS rpaHyrnapeH Crnow u pas-
LUMpSABaHE Ha KNeTbYHUTE CroeBe, U3rpaxaallim kopara
Ha Mankusi MO3bK. Hannumeto Ha ycnopeaHu NMHENHN
MBMLY NO NOBBbPXHOCTTA Ha Ne3nsaTta ¢ eAHOCTPaHHa Xe-
MucepHa nokanusauus, Tun ,TUrpoBu nemun” e cne-
unduyeH npmnsHak 3a 3abonssaHeTo (10).

lMpu npeacTaBeHaTta OT HAC NaUMeEHTKa e Hanuue
ONCKpeTHa MarnkomMo3b4yHa CUMNTOMaTtuka, no-m3pase-
Ha BNSABO U U35Ba Ha NPegMMHO OBLLIOMO3bYHU CUMI-

TOMU C rnaBobonuve u noBpbLiaHe, Nnopaan KOeTo Ha
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MbPBO MACTO ce 06cbAM OCTbp Lepebenut. B nogkpena
Ha ropenocoyeHaTa anarHo3a € CpaBHUTENHO 6bP30TO
obpaTHO pa3BUTME Ha KNMHUYHUTE cumnTomMu. B aude-
peHunanHo-gnarHocTUYeH nraH nopaawn npeacrase-
HaTa UHTepnpeTauus Ha MPT HaxogkaTa, ce obcban
cvHgpoma Ha Lhermitte-Duclos, konTo moxe ga 6bae ¢
ACMMMTOMHO MPOTUYAHE UITN CaMO C AUCKPETHA MarKo-
MO3b4YHa cMMNTOMaTrKa npu manku nesun. ObpasHara
OMarHocTrKa UMa U3KIIYUTENHO BaXKHa porsl B AMarHo-
cTuKaTa Ha cuHgpoma Ha Lhermitte-Duclos. MPT xapak-
TEPUCTUKNTE Ha Tasn rMMOoHeBpOHanHa gpopmaums ca
MHOrO XapakTepHu (3agebensiBaHe Ha uepebenapHuTe
donun, NpraaBallo xapakTepHa CTPUMPAHOCT Ha 30-
HaTa Ha nesusita), nopagu KoeTto obpasHata A/ e oT-
HocuTenHo necHa. Couo Taka 3a [ ¢ uepebenut ot
CbLLECTBEHO 3HAYEHWE € U PeCcTpuKUMUsaTa Ha Andy-
3uaTa Ha BogHuTe monekynu npyu DWI/ADC, koeTo e Tu-
nMyHa xapaktepuctmka Ha MPT-obpasa npwu
Bb3nanutenHu 3abonssaHua Ha LIHC u He e xapak-
TepHa 3a cuHapoma Ha Lhermitte-Duclos. Cbuyo Taka
MPT-HaxogkaTa npu LepebenuT e AByCTpaHHa, AOKaTO
OucnnactnyHuaTt uepebenapeH raHrmmMouMTom e eaHo-
CTpaHeH.

Ha 1031 eTan Ha ce ycTaHOBSABAT APYTX KIMHUYHN
CYMMTOMM MpU HallaTa NauueHTka B MOAKPena Ha ToBa
3abonsBaHe, BbMNPEKN Ye € Bb3MOXHO [a He ca nposi-
BEHW Ha TO3W eTan npeaBuA paHHaTa v Bb3pacT.

3akntoueHue: OcTpuAT uepebenut e Bb3NaNuU-
TenHo 3abonsiBaHe, XxapaKTepHoO 3a AeTckaTta Bb3pacT C
n3siBa Ha LepebenapHu n gpyrn 6enesun, KOeTo Hanara
lMpoKa AudepeHumnanHa guarHosa ¢ Apyrun MHek-
LMO3HN 3abonsaBaHUS UMM HSAKOW NMPOCTPaAHCTBO 3ae-
Mawm npouecu. LDD e mHoro psgko 3abonsiBaHe B
[JeTcka Bb3pacT, Ho TpsibBa Aa ce uma npeasua npu Ha-
nMYKne Ha Nne3nun B 3afHa YepernHa siMKa, Tbil KaTo MoXe
0a UMUTMPA HUCKOKAYEeCTBEHW MMnanHu TYMOPW Uu NH-
dekumosHm 3abonaBaHusA. [laumeHTute passuBaT
KbCHO KMMHUYHUTE CUMNTOMM, Nopagun ToBa ambyna-
TOPHOTO MpocneasBaHe € BaXHO Npu acCMMNTOMHUTE

aeua.
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