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ETNOJIOIIKN ACITEKTV BECTOBOI' CMHIIPOMA

bopusoj MAPJAHOBIW'h, Munena hYPU'R, [Iparan SAMYPOBW'R, Pyxunua KPAB/bAHAII,
T'oppana BJIAXOBW'h, Iujana KOMA3EL]

VHCTUTYT 3a 37[paBCTBEHY 3aIITUTY Majke n feteTa Cpbuje ,,/Ip Byxan Yynmh”, beorpan

KPATAK CALIP?KA)J

YBop Bectos (West) cHapoMm je manurHi 0bavk enunencuje umja je ydectanoct 2-5 Ha 10.000 xumsopoheHe aelle. Oanvikyje ce ce-
PWJCKIM jaB/batbeM MHOAHTUIHYIX Ca3ama, enekTpoeHLedanorpadCckiimM HEHOPMATHOCTUMA Y BUAY XUNCAPUTMUjE U NCUXOMOTOP-
HoM 3aocTanowhy Kon BehuHe obonene fete. C €TMONOWKOT CTAHOBMLLTA, MHOAHTUHKM CNa3mu ce CBPCTaBajy y TpU Kateropuje:
MAMONATCKY, KPUMTOreHY 1 CUMMTOMCKY.

Liumw papa Lwb paga je 61o aa ce ytepae y3poum MHGaHTUAHMX CNa3ama v pe3ynTati ynopefe C Apyrum CTyamnjama.

MeTtoga paga Y TOKy NpOCNEKTVBHE, NOHMUTYAUHANHE CTYAVje KOja je Tpajana 34 roamHe ncnutaHa cy 404 bonecHrika. Cau bone-
CHULW KOjU CY UCMyHaBanu Kputepujyme 3a BeCTOB CYHAPOM MOABPIHY T Cy KAVHUUYKOM 1 HEYPOSOLWKOM Npernesy, enekTpoeH-
uedanorpadckom (EEN ncnutngatby, odTanmMonowkom, MeTabonMUKOM, FeHETUUYKOM W HEYPOPAANONOWKOM UCTIUTVBaHY Y OAHOCY
Ha VHaMKauuje.

Pesyntatu Kop 36 6onecHuka (8,9%) eTnonoruja oborerba Huje yTBpheHa (Mavonatcka rpyna), oK je Kputepujyme 3a KpunTtore-
HI 061K BecToBOT CMHAPOMa CMyHaBao 51 6onecHuk (12,6%). Ko npeoctanux 317 6onecHuka (78,5%) OTKpYBEHN CYy ETUONOLWIKM
unHVoLUWM oborbersa. [increHeTcku nopemehajn 1 ypoheHe 6onectr meTabonusma oTKprBeHn Cy Koa 44 6onecHrika (10,8%). Mpe-
HaTYCHW 1 NePUHATYCHU YNHKOLM BN CY TUONOLWKM YMHMOUM Kof jenHe TpehrHe bonecHnKa (134; 33,1%). MocTHaTyCHM eTrono-
WKW YnHmoum yTepheHn cy koa 42 6onecHuka (10,3%). Y nopehetby ¢ pesynTaTviMa Apyrvix aytopa, AncreHeTcku nopemehaju otkpu-
BEHV CY KOJ Makber, @ MepuHaTyCHe KOMMMKauwje kof 3HaTHo Beher 6poja Halwmx 6onecHnKa.

3ak/byuak Halww pesyntatv ykasyjy Ha MoryhHoCT npeseHLUmje BecToBOr CMHAPOMA Y HaLOj CPeAvHN PaHKM NOCTaB/bakbem npe-
HaTyCHe AvjarHo3e MoXaaHnx Mandopmaumja v Nobosbluarbem NnopohajHe 1 HeoHaTyCHe Here.

KmbyuHe peun: Bectos cHAPOM; MHGAHTVAHK CNa3mu; eTonorja

UDC: 616.8-009.12-053.2-02

YBOJ

BectoB (West) cuHIpOM je 0cOOeH TUII emuIency;j-
CKUX Hallafia KOjy Cy y Be3U ca CllelMPpUIHNIM Y3PacTOM
mere. OpInKyje ce CepujcKMUM jaB/barbeM MHGaHTUITHNX
Cra3aMa, efleKTpoeHIiedanorpapckMMHEHOPMaTHOCTH-
Ma y BUJly XUIICAPUTMMje ¥ ICUXOMOTOPHOM 3a0CTalo-
mhy xon Behnue obornene gete. Ilpema mocnenmoj kna-
cuduxanuju MehyHaponHor caesa 3a 60p6y npoTus
emmnencuje (ILAE), BecToB CMHAPOM je CBPCTaH Y IPy-
Iy eNUIeNCUjCKMX eHIledaonaTuja Koji KOjuX emnuer-
TI¢OpPMHE HEHOPMATTHOCTY MOTY HONPMHETI Iporpe-
CUBHOj AUCYHKIMjU IIEHTPATHOT HEPBHOT CHCTEMA
(ITHC) [1]. Mako ce y TepMUHOJIOLIKOM IIOT/IeRy NH(aH-
TWIHM CIa3MU U BecToB cuHAPOM MOry 3aMemUBaTH,
HasuB BecToB cuHApOM pesepBucaH je 3a 60ecHuKe ca
TOKyMEHTOBaHOM XUIICAPUTMIjOM KOja je yApY>KeHa C
MHGaHTWIHNM clTa3MuMa. EnupieMuonomsm nenntu-
BalbeM Y pas3IMYUTUM [elOBMMa CBeTa yTBpheHo je ga
je mHIUAeHMja BectoBor cunppoma 2-5 Ha 10.000 >xu-
Bopobene gmene [2]. Y Behunu cryauja Huje yrephena
3HavajHa pas/lMKa y OJHOCY Ha MO 060/IeNnX UCIUTa-
HUKA WIN je MYIIKe Jelie 6110 Maso Buiie [3].

Kapa ce pasmarpa etnornoruja, vHGaHTUIHY CIIa3MU
ce MOT'Y CBPCTAT! Y TPY KaTeropuje: MAMOIATCKY, KPUII-
TOTEHY U CUMIITOMCKY. Y MJVONATCKY IPYIly CBPCTaBa-
jy ce mella C HEIO3HATUM Y3POKOM MH(pAHTUIHUX CIIa-
3aMa, aJy ca HOPMa/JHMM ICHXOMOTOPHMM pa3BojeM
IO OYeTKa Hallafia, HOpMaJTHMM HeypOpafNoIOIKIM
Ha/Ia30M Y XMIICAPUTMMjOM, Oe3 POKaTHIUX eIVIeNTH-
¢dbopmHMX HeHOpManHocTy Ha Hanasy EEL. Hananu ne-
yTBpbheHe eTnonornje Kop, fele Ko Koje Cy Ipe HbIUXO0-
Be TI0jaBe youeHa Heyposolka omrehema o3HavaBajy

ce Kao KpUIITOreHM cia3Mu [4]. Y cuMITOMCKY Kartero-
PUjy cBpCTaBajy ce MHGAHTUIHY CIIa3MI II0O3HATE eTH-
onoruje. Omuire je mpuxpaheHa mopena eTMOMOMKIX
¢axTopa BecToBor cuH/IpOMa Ha IIPeHATyCHe, IepIHA-
TyCHe 1 HocTHaTycHe. Y BehuHm cTyamja cy kao Hajue-
mwhu ¢pakTopy npeHTUPNKOBAHN IPEHATYCHNU €THOTIO-
Ky GaKTOpH, U TO KOJ 0KO 60% 6O/IECHUKA CUMIITOM-
cke rpymne [5]. ITojenuun ayropu, MehyTum, HaBoze 1mo-
Behame Opoja mepMHATYCHUX y3pOKa HacTaHKa Becto-
BOT CMHIpoMa [6].

IIV/b PAJTA

LInm pazga je 6uo fa ce UCIUTAjy YMHNOLM KOjIL JOBO-
Ie po HacTaHKa nHpaHTHIHKX casaMa. OBo je IpBa Be-
JIVKA JIOHTUTYIMHAJIHA CTyAMja ocBeheHa eTHOMOMKIM
¢daxTopuma BecToBor cMHApPOMa y HAalllOj CPefVHIA.

METOJI PATTA

Cryzanja je 6ua IpOCIEKTUBHA, a CIIPOBEfieHa je Y
VIHCTUTYTY 3a 3 paBCTBEHY 3aIUITUTY Majke 1 ieteTa Cp-
6uje ,,[Ip Byxan UYynuh” y HoBom Beorpany. Vicnutusa-
e je 06aBpeHO of 1. jaryapa 1970. o 30. jyna 2004. ro-
myHe. boecHUIN Cy YK/by4MBaHY y UCIUTUBAbE MO
YCTIOBOM Jia Cy UCIyHaBan cnefehe kpurepujyme: Ha-
cTaHaK MH(QAHTIIHUX ClIa3aMa y y3pacTy Of jeAHe WK
IBe TOAMHE, MKTaTHe MaHupecTannje y BURY prexcuo-
HUX, eKCTeH3VOHNX VM/IV MEIIOBUTHX CIIa3aMa U MHTEP-
UKTa/He NpoMeHe Ha Hanasy EEI' y Buny xuncaputmuje
i MoiyUKOBaHe XUIICApUTMUje.
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Csu 60omecHNIIN KOj Cy UCITybaBaau KpUTepujyme
3a JIUjaTHOCTUKOBame BecToBOr CMHpOMA UCITUTUBA-
HU Cy IO yHAIIpeJ IPUIPeM/beHOM IJIaHy, IPU YeMy
cy kopumhenn cnefehu MeToaY MCIMTHBaKka: aHAMHe-
3a 6orecTy, TMYHA ¥ TIOPOJIMYHA AaHAMHe3a, OIILITH CO-
MaTCKM ¥ HEY POIOLUIKM TIPET/Ie]], ICUXOIOMKO UCIIUTH-
Bambe, peryer o4Hor gHa, EEI' y 6ygHoM cTamy u 'y To-
Ky cllaBama u ofpehupame riukemuje, aningob6asHor u
enekTponuTHor craryca. Koy 6omecHnka xop Kojux cy
IIOCTOjajie MHAMKALMje UCTIUTUBAE je IPOIIMPUBAHO
cinenehum mperneguma u aHaIM3aMa: AMIHOKIUCEIITHE
cepyMa U ypyHa, aMOHMjaK, MjIedHa 11 muporpoxbana
KICENMHA Y KPBU, OPTaHCKe KUCENMHE CepyMa U yPUHa,
CepoJIolIKe aHa/MM3e Ha MHTPayTepycHe MHPeKIuje, Ka-
puoTuIl, mHeyMoeHIedanorpaduja, KOMIjyTepu3oBaHa
ToMorpaduja, MaTHeTHa pe30HaHIMja ¥ TeHCKe TIpobe.

PE3VIITATU

Ha ocHOBY kpuTepnjyma 3a HocTaB/bambe UjarHO3e
BectoBor cuHApoMa, y UCIUTHUBaMe Cy yK/bydeHa 404
6onecHnka (250 MyuIKor mnona), a ofHoOC usMeby Myuike
U XKeHCKe felie 6110 je 1,6:1. ITodetak 60/mecTy, OGHOCHO
y3pacT y KOMe Cy IpBU YT 3a0e/e>KeHy Hamagu mpu-
KasaH je y Tabenu 1. Kox 36 6onecunka (8,9%) ernono-
ruja obo/pera Huje yTBpheHa, Tako fja Cy OHM CBPCTa-
HI Y UAONATCKY rpymy. Kputepujyme 3a KpunTorenu

TABEJIA 2. ETvionowkm ynHruoumn Bectosor cunapoma.
TABLE 2. Aetiological factors of West Syndrome.

TABEJIA 1. Y3pacT aele y Bpeme noyeTka Hanaaa.
TABLE 1. Age of children at the beginning of spasms.

Y3pact (meceun) Bpoj 6onecHuka (%)
Age (months) Number of patients (%)
0-3 87 (21.5%)
4-6 184 (45.5%)
7-12 118 (29.2%)
13-24 15 (3.7%)

061K BecToBor crHApoMa ncnymasao je 51 60mecHuK
(12,6%). Kon ocranux 317 6omecunka (78,5%) yrphern
cy ernonouku ¢akropu (cummromcka rpyma) (Tabera
2). Meby oBum 6onecuniuma, xog 48 (15,1%) cy otkpu-
BEHI MELIOBUTH y3POLH, OFHOCHO MoryhHocT fenoBa-
b [IBa €THOIOIIKA IIHNUOLIA VI BUIIE HUX.

OUCKYCUJA

IIpema pesynTaTuma Halller UCTpaXKMBamba, KOJ, Ha-
IIMX VICOUTAaHMKa ONIa je 3aCTyI/beHa YMepeHa IpeBa-
JIeHIIWja feyaKa y OfHOCY Ha [eBOjuMIie, 3a PA3NINKYy Of
Apyrux ayTopa koju Mebhy obonennma HUCY yTBpAUIN
3HA4YajHY PasauKy y ogHocy Ha mon. Beh je 6umo rosopa
0 eTMOTOUIKOj KacuduKanyju nHPaHTUITHNX ClIa3aMa
IIpeMa KOjoj ce OHM Jie/le Ha MMOIATCKe, KPUIITOT€HE
U CMMITOMCKe. Y Tabennu 3 Cy HaBefjeHV IIOJALU U3 JIN-
TepaType 0 MHIVJICHIUjJ HaBefleHuX KaTeropuja [9, 11-

ETVONOLWKN YMHNOLMN Bpoj 6onecHuka (%)
Aetiological factors Number of patients (%)
[ncreHetckn nopemehajn o
Disgenetic disorders 30 (95%)
[lpyre HeHOPMaNHOCTV LieHTPanHOT HEPBHOT cLUCTEMA 41 (13%)
Other abnormalities of the central nervous system 0
YpoheHu
. 14 (4.4%
MeTabonuuky nopemehaju Hereditary (a.4%)
Metabolic disorders
Crever 10 (3.1%)
Acquired
XMHOK;MHHo-mcx_eMMJCKa eHuedanonatuja (XME) 82 (25.9%)
Hypoxic-ischaemic encephalopathy (HIE)
[peHaTyCHM 1 NeprHaTYCHM eTUONOWKM YHOUW | VIHTpaKpaHujanHo kpeasberbe (XMK) 33 (10.4%)
Antenatal and perinatal aetiological factors Nlunut@granial haem‘orrhage HS R
YapyxeHocT XVIE n XK 5
Combined HIE and HIC 19(59%)
MpeHatycHe o
MHdekumje Prepatal 8 (2.5%)
Infection MoCTHaTyCHe
0
Postnatal 32(15%)
MetwwosnTr y3poun o
Mixed aetiological factors 48 (15%)

TABEJIA 3. Knacudunkaumja eTMoNoWKMX YniHUNaLa npema nofauma pyrux aytopa.

TABLE 3. Classification of aetiological factors according to other authors.

AyTtopm Bpoj 6onecHuka Npvonatcku cnasmu | Kpuntorenm cnasmm | CMMNTOMCKM cnasmun
Authors Number of patients Idiopathic spasms Cryptogenic spasms | Symptomatic spasms
Jeavons et al. (1973) [12] 150 44 (29.3%) 10 (6.6%) 96 (64%)
Kurokawa et al. (1980) [9] 757 288 (38%) 118 (15.6%) 351 (46.4%)
Lombroso (1983) [10] 286 181 (41%) - 165 (59%)
Aydinliet al. (1998) [13] 143 4(2.8%) 13(9.1%) 126 (88.1%)
Ohtsuka et al. (2000) [11] 216 25(11.6%) - 191 (88.4%)
Marjanovic et al. (2006) 404 36 (8.9 %) 51(12.6%) 317 (78.5%)
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13], xojuma cMo, pagu nopebhema, IpUK/BYININ Hallle
pesynrare.

Y paHujuM crypujama etuonomku ¢paxropu Becro-
BOT CYHJIpOMa UJIeHTU(UKOBAHM CY KOf, 45-60% 6ore-
cuuka [9, 10], MoK ce MOC/IENHUX TOAMHA CUMIITOMCKA
eTUIOTMja OTKpMBa Kop Buiire of 80% 6onecuuxa [11,
14]. 3axBamyjyhu cobuctuimpanm fujarHOCTUYKIM
MEeTOJVIMA, Kao IITO Cy KOMIIjyTepu30oBaHa ToMorpadu-
ja (CT), marHeTHa pesoHanuuja (MR) u yrephusame
TeHCKMX MYTalija, y TOKY IOC/Ie/ibe flelieH1je CBe je Ma-
B 6poj feue obonerne of BectoBor cuHApoMa HEYTBP-
hene ernonoruje. OTkpuBamy MOXAaHNX HopeMehaja
IOIIPMHEIA je U MO3UTPOHCKA eMICHOHA ToMOorpadija
(PET), unjoM ce mpumMeHoM Opoj 60/IeCHUKA CUMIITOM-
cke rpyme nosehao ca 30% Ha 90% [14].

Kapa je ped o cuMIrToMcKkoj rpymnu 60/1ecHIKa, €TH-
ooy GpakTopy MHGAHTUWIHKX ClIa3aMa TPafULINO-
HaJIHO Ce JieJie Ha IIPeHaTyCHe, IepUHATyCHe 1 IIOCTHA-
TycHe. Y IpeHarycHe dakTope ybpajajy ce MHTpayTepy-
cHe nHpex1yje 1 omrehema HacTata IejCTBOM PYTUX
IITEeTHUX YMHUIAL, Pa3BOjHE MapopMalmje MOXKa-
He Kope, HeyPOKYTaHU CUH/IpoMH, ypobheHn MeTabormiy-
Kk opemehaju u XxpoMo30MCKe UM FeHCKe aHOManuje.
ITepuuarycHa eTHOJONIKA I'Pyna 00yXBara, Ipe CBera,
XUITOKCUYIHO-UCXEeMMjCKY eHIjeaonaTujy uMHTpaKpa-
HIUja/THO KPBaB/bebe, a 3aTUM U ipyTre nopohajHe KoMm-
mwinkanuje. IlocTHarycHe eTnosnomke pakTope Hajue-
mhe ynne nHpexMje, KpaHNOLEpeOpaTHe IIOBPEse, XN-
HOKCUYHO-VICXeMUjCKY MHCY/ITH, eHljedaIonaTyje pas-
JIMYUTOT Y3pOKa I, BPJIO PeTKO, TyMOpu Mo3ra [15, 16].

[Tpema pesynTaTuMa UCTpa)kBamba y KOjuMa je yKIby-
JeH BenuKu 6poj fietie obosnene of Becrosor cuuapoma,
yuecTanoct TybeposHe ckiepose je 7-25% [17, 18], mpu
yeMy je CKJIOHOCT Ka MH(AHTUTHUM CIIa3MUMa HapOdM-
TO Mcno/beHa Kog myTanuje TSC2 rena [19]. ¥V Hamem
UCIIUTUBABY Tybepo3Ha CK/Iepo3a je O1jarHOCTUKOBA-
Ha Kop 18 ucnuranuka (4,5%), mwro je Marme y nopebe-
Y C pe3y/ITaTMa IpyTux ayropa. Maso je BepoBaTHO
Ia ce OBa pasNMKa MOXKe 00jaCHUTH AMjaTHOCTUYKNIM
HpPOITyCTIIMa C 063MPOM Ha TO Jja Ce 0Baj HEYPOKYTaHU
CMHJIPOM JIAKO IIPETI03Haje Ha OCHOBY XUIIOIIUTMEHTOBA-
HIX Mp/ba Ha KOXKI I Ha/lasa MePUBEHTPUKYTHIX KaJl-
nudukanmja koje Ha Hamasy CT mocTajy you/buBe nsMe-
by mpyror u Tpeher mecera mo pobemy. Petko je omuca-
Ha yZIPY>KeHOCT NH(MAHTUTHUX CIIa3aMa ca IPYTUM Hey-
POKyTaHNM CHHIPOMMMA, KA0 LITO Cy Heypopubpoma-
TO03a, eHIle(ha/IOTPUTeMUHYCHA AaHTIOMATO03a, MTHKOHTH-
HeHIuja murmMeHTa u ap. [20]. Tome y mpuor rosopu u
Hallle BULIETOMIIbe ICTPaXKMBamhe y TOKY KOjer je ca-
MO KO} jefHOT fieTeTa ¢ BecToBUM CHMHApPOMOM yTBpbhe-
Ha Heypo¢ubpomaTosa Tui 1.

3axBaspyjyhu caBpeMeHUM MeTOf[MMa HeYPOpaino-
JIOLIKOT MCIIUTHBAaba, MOX/JaHe MandopMalinje OTKpPK-
Bajy ce cBe venrhe kao y3spox MHGAHTMIHNUX CHasaMa.
Tako cy xao moryhu ¢axTopu Koju ZoBOfe KO HACTaH-
ka BecroBor cungpoma yrephenu arupuja, xomompo-
seHedannuja, musenedannja, xeMmumeraneHedanm-
ja, ¢pokanHa AMCreHe3a KOPTEKCA I Apyre aHOMasuje.
Meby mandopmannjama moce6Ho mecro 3aysuma Exap-
nujes (Aicardi) cunppom (reHcku nokyc Ha Xp22), Ko-
jU ce jaB/ba KOJ, Jielle YKEHCKOT II0JIa, a OfI/INKYje Ce TO-
TaJIHOM VLU IIapIVIjaTHOM areHe30M KOpIIyca Kanosy-
Ma, XOpMOpeTHHATHIM JTaKyHaMa I, 4eCTO, aCUMe TP Y-

HVM MHGAHTITHIM CIlasMuMa. TOKOM Halller ICTPaski-
Bama aHomamje ITHC, yxmyuyjyhu Exapaujes n Jlen-
nu-Boxepos (Dandy-Walker) cuHRpOM, yTBPAVIN CMO
Kox 12 6omecHuKka (2,9%), ITO je 3HATHO Mame y Iope-
bemy ¢ pesynraruma xoju ce HaBoge y mureparypu. Ha-
UMe, IpeMa pe3y/ITaTuMa HeKOIMKO CTy/1ja, Iiepebpat-
He Mandopmaiuje yrephene cy kox 30% petie obonerne
ori Becrosor cunppoma. O 3Havajy MOXXAaHUX Madop-
Mauuja y etronoruju BecroBor cuHapoma jour yoenmu-
BUje TOBOpe UCTpakuBama Pankonena (Riikonen) [22],
Koju je Ha 32 ayToIICHje YTBPAUO pa3BojHe mopemehaje
ITHC xog 13 o6ornene meue (40%). IIporieHaT MOXXTaHNX
MajndopMalmja Koje CMO OTKPUIN MOXKe ce 00jaCHUTI
YMEEHNI[OM [ja HeYPOPafMOIONIKO UCIUTUBAE Hulje
ypabeno kox 153 6onecunka (37,8%), jep je Haie uctpa-
>KMBame rnodeno 1970. rogune, Kafia HUCY TOCTOjajie MO-
ryhHOCTH 3a HeMHBa3UBHE HeyPOPAVOTIOLIKE IIperie-
Ie. Y3 1o, PET, koja je o Be/nyke IOMONhM 3a OTKpUBame
CHMIITOMCKIX MHAHTUIHNX ClIadaMa, Huje pahena Hu
KOJI jeqHOT Haluer 6onecHuka. JJaynos (Down) cuHgpoM
je IMjarHoCTMKOBAH KOJ, CaMO je[JHOT IeTeTa, ITO yKa3y-
je Ha TO 1a XpOMO30OMCKe abepalije BeOMa PETKO JOBO-
Zle 1o HacTaHaK BecToBor cMHApPOMa, a TO TIOKa3yjy U pe-
3yITaTy FPYTHUX ayTopa [23].

BectoB cuHApoM Takobhe Moxe OUTH jefHA Off KIN-
HUYKIX MaHdecTaluja HacIeTHNX MeTAOOMMIKUX T10-
pemehaja. Y paunjum cryanjamMa nHGaHTUIHU CIIa3MU
Hajuemhe Cy OnmMCKMBaHM y TOKY QeHUIKETOHYpHje, a
VICIIO/BABAJIN CY Ce KOJI BUIIIE Off IIOJIOBIHE MCIIMTAHMKA
[16]. OBo o60/meme ce Beh ferieHnjama y MHOT M 3€MJ/ba-
Ma CBeTa, YK/bY4yjyhn u Hamry 3aM/by, paHO OTKpUBa
U YCIIEIIHO JIe4l, TaKO fia IpefcTasba cBe pebu yspok
BecroBor cuHppoma. PDeHUNTKETOHYPUjY CMO YTBPANU-
JIV KOJ, CaMo jeHOT 60/IeCHNKa, KOJ, KojeT Huje ypaben
Tarpujes (Guthrie) Tect, momohy Kojer ce 060/berbe 0T-
KpMBa y IpBUM AaHMMa 1o pobhemy. Onucana je yapy-
JKEHOCT MH(AHTUIHNUX CIasaMa ca XUIeprInnHeMI-
joM 6e3 KeTo3e, a Takobe 1 ¢ [PYTMM HACTIeLHNM MeTa-
6oromarujama, Kao MTo Cy 60/IecT MUTOXOHAPU]A, TPU-
wm X CMHAPOM (XUIepOPHUTIHEMMja, XUIIepaMOHje-
Muja, xoMountpynnHemuja), Jlujesa (Leigh) 6omnect, Heo-
HATyCHaapeHoneyKopucTpoduja, neduiujeniujaomo-
TUHUJa3e, 3aBUCHOCT Off MMpUIOKCcUHa U fip. [16]. OBOj
rpynu npumnapa u cuagpom PEHO (mporpecuBHa eHlle-
¢anonaruja c efeMyMa, XUIICAPUTMIU]a, aTpoduja ONTH-
Kyca), Koju je onucaH y ®unckoj, a pebe y spyrum pemno-
BIIMa CBeTa, Koju ce Hacyehyje ayT030MHO pellecuBHO, a
y TOT/Iefly KIMHMYKIUX MaHudecTalya CIMdaH je mope-
mehajuma raukosnanuje mporenHa [24].

Xwumeprnakraremuja je yrBpheHa Kop neBeT 60mecHM-
Ka, a/y MOy3JJaHN JUjarHOCTUYKM METOJM KOju Ce KO-
pUCTe 3a OTKpUBakbe Y3pOKa KOjU JOBOAM [0 HACTAH-
Ka oBor MeTabommukor nopemehaja Hrucy Ham 6unn go-
CTYIHU. YOPY>KE€HOCT XuIepnakrareMuje u Bectosor
CUHJpPOMa OIlNCcaHa je Kof nopemehaja MeTabom3ma mu-
pyBaTa Ha HIBOY eH3MMa [ PyBaT-AexugporeHase. [1o-
per Tora, XuIepraKTaTeMija ce MOYKe BUAETI U KOJ I10-
pemehaja y okcupanyonoj pochopunanuju ycnes my-
tanuje Ha MTJHK, a cunzipoMm je y nuTeparypu mosHaT
nop ckpahennm nasuBom MERRF (myoclonus epilepsy
with ragged red fibres) [25, 26]. Ilonekax nHpaHTUIHY
CIIa3MU IpeJCTaB/bajy KIMHNYKY MaHudecranujy JInje-
Be 6O/IECT Ca areHesNjoM KOpIryca Kajosyma unn 6es
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me. JInjeBy 60/mecT yTBpAMIN CMO CaMO KO jeffHOT 60-
TIECHMKA, A [JMjaTHO3a je II0CTaB/beHa Ha ayToncuju. Xu-
IepaMOHMjeMMja U XUIIepIINIHeMMja 6e3 KeTose, KO-
je MO YTBPAM/IY KOJ 110 jeHOT OONeCHUKa, He Of/IUKY-
jy ce KTaCMYHOM KJIMHIYKOM CTMKOM BecToBor cunppo-
Ma. I[TosHaro je, MehyTum, a ce y TOKy HEeTUIMYHUX 06-
JIMKa OBUX MeTabOo/IoNaTHja MOTY jaBUTH €IVICTICHjCKH
Hamagy pasauauror tuma [25]. CredeHnu MeTabONMIKM
nopemehaju (HeoOHaTyCHa XMIIOTIMKEMM)ja, XUIEPOUIN-
pyOuHemmja) pasMaTpaHM Cy Kao MOryhu eTmononrku
¢dakropy HacraHKa BecroBor cungpoma xog 10 6ore-
cHrKa (2,5%), mTo je 3HaYajHO Mame y mopebemy ¢ pe-
3ylTaTUMa IPYTuX cTyauja [27].

OpaBHO je youeHa y/Iora MHTpayTepyCHUX MH(eKIu-
ja'y eruonoruju Becrosor cunpgpoma. Hajueurhe je uc-
THUIIaH 3Ha4aj KOHTeHNTaTHe MHDEeKI[yje [ TOMEeTaTOBNU-
pycom, anu je Takobe yrpheno na Toxoplasma gondii,
BUpYyca pybesie U XepIiec CUMIIIEKCa MOT'Y OMTH M3a3u-
Bauy MHGQAHTWIHUX clla3aMa [16]. VIHTpayTepycHe uH-
dexumje cMO OTKpUIN KOf, ocaM 6omecHrKa (2%): Koz
TPU KOHTEeHUTA/THY TOKCOIIZIa3MO3Y, KOJ, iBa MHpeK11-
jy IMTOMerasoBUPYCOM, KOJ iBa MHGEKIIN)y N3a3BaHy
BUPYCOM XepIIec CMMILIEKCa, a KOJ jefHOT pybeTHy CUH-
IPOM.

JemaH of HajsHaYajHUjUX eTHOMOWKUX PakTOopa Be-
CTOBOT CHHAPOMA je XUIOKCUIHO-UCXeMUjCKY MHCYIIT,
KOjU TOBOAU 70 oliTehema Mo3Ta y TOKY IIpeHaTyCHOT
nepuoza unu 3a Bpeme mopobaja. VIHTpakpaHmjamHo Kp-
BaB/beme TaKkobe je jemaH off Ba)KHMX eTUOMOMKNX YN~
Hutana Becrosor cnanpoma. Kop mpespemeno pobene
flelle ca BeoMa MajloM IopobajHoM MacoM (MamOM Off
1.500 rpama) mepuBEHTPUKYIHO-UHTPABEHTPUKYITHO
KpBaB/bebe, Koje je YAPYXKEeHO ¢ acUKCHjoM, IIpefiCTa-
B/ba 4eCT Y3POK MHGAHTUIHUX Cla3aMa. XUIIOKCUYIHO-
ucxeMujcka eHiedanonaruja 6una je eTMonomky dak-
Top BectoBor cunpgpoma xop 82 6onecunka (20,2%), a nH-
TpaKpaHMjalTHO KpBaBJbewe Kofi 33 6omecHuka (8,1%).
Yapy»xeHocT 06a 0Ba eTHOJOIIKA YMHHUOLIA 3aberexe-
Ha je Kop 19 6ommecHuKa (4,7%). YIeo XUITOKCUYHO-UCXe-
MUjCKe eHlledaionaruje u MHTPaKpaHIjaIor KpBaB/be-
Ba y y3pOYHMM IMHMOLMMA BecToBOr CHApPOMA KOf,
Hammx 6oecHnKa je Bermku (134; 33,1%) ¢ 063upom Ha
TO Jja IPefICTaB/ba jefHy TpehuHY off CBUX YMHMIaLIa KO-
ju IOBOJie O HaCTaHKa OBOT 000/bema. Y CTyAyjaMa o
eTnonoruju Bectoor cuaapoma koje cy objasumu O1ry-
Ka (Ohtsuka) u capaguuru [11], Paukonen (Riikonen) n
Iouep (Donner) [27] u Kypokasa (Kurokawa) n capap-
Humy [9] yneo nepHaTyCHUX KOMIUIMKAIIVja 3HAYAjHO
je Mam1 (8,6-13,4% Ha ykynHo 1.071 6onecuuxa). OHO
IITO JOHEK/Ie MOXKe [1a 06jaCHYU BUCOK ITPOLIeHAaT IIepIHAa-
TYCHUX KOMIUIVKAIIVja KOJ HAalllMX OOMeCHNKa jecTe Be-
nuky 6poj mpeBpeMeHO pohere mene (40; 9,9%).

3Hayaj MOCTHATYCHUX aKTOpa UCTAKHYT je y 6poj-
HVM CTyZAMjaMa o BecToBOM cuHpoMY, IIITO ce HOCEOHO
opnocy Ha nHpexunje ITHC. BakTepnjcku MEHMHTUTIC
U BUPYCHU MEHMHTOeHLIe(annTIC OUIHU CY eTHOOLIKY
YyHMOL M Kof 23 60JIeCHIKA, a CeIlca KOJ [Ba, IITO YMHMA
6,2% y ofHOCY Ha YKyIaH 6poj obonerne aete. CnuyaH je
y#eo nHdpekIuja y etunoruju Becrosor cuampoma (3,7-
6,3%) Koju cy yTBpAWIM fpyru ayropu [10, 27].

Hacranky mHQaHTUIHUX CllasaMa IIPETXOAMIA je
UMyHM3aI1ja IPOTUB BEIMKOT Kalll/ba KOJ IIeT 60/IeCHN-
Ka (1,2%). Moryha nosesanocT nH}paHTIIHNX ClIasama

48

U IPYTUX TeLIKUX HeypOoIomKux nopemehaja ca Bakiu-
HalljoM IPOTUB IepTycuca yrepheHa je xop 3,5-4,8%
UCIUTAHUKA y CTYAUjaMa Koje cy objaB/beHe y EHrIeckoj
[28] n Jamany [29]. Hacynpot ToMe, pe3ynTaTi HEKOIN-
KO BEMMKMX eMNJIeMIOIOIIKIX CTY/IUja TOKa3yjy fia 0Ba
BaKI[MHa HMje eTMonomky (akTop eHledanonaruja,
yxipyuyjyhu u Becto cHpOM, TaKo fia ce MOCTIebUX
TOIMHA CBe BHUIIe CMATPa fIa je ped 0 KOMHLUAEHLUjI.

Kapa ce He yTBpAu eTHONIOrMja, 0O6MYHO Ce cMaTpa Aa
OCHOBY MAMONATCKUX U KPUITOTEHUX MH(DAHTUIHIX
crasaMa YMHM MyITU(HAKTOPCKA TeHeTCKa MPeANCIIo-
sunuja. MebyTum, HefaBHO Cy USHETU JOKA3U O TeHET-
cKoj ocHOBM BectoBor cuHpoMa Kof paMusinjapHe mo-
jaBe OBOr 000/bEbA, LIITO je BeOMa peTKo. Taxo je yTBp-
hen HacnmemHu 061MMK MHAHTIITHNX CIIa3aMa, Be3aH 3a
IIOJTHY XPOMO30M, 13a3BaH T€HCKOM MYTAaIlijOM JIOKa-
JIM30BAaHOM Y JVICTaTHOM Jie/ly KpaTKor Kpaka X XpoMo-
soma (Xpl11.4-Xpter) [30]. Ox moce6HoOr cy 3HAa4aja HEaB-
HO oTKpuBeHe MyTanmje rena ARX (Aristales-related
homeobax gene), xoju uMa Ba>kHy ynory y passojy LITHC
[31]. MyTaunje ARX rena yrBpheHe cy y HekuM cnyda-
jeBuMa ¢amMunmjapHor HacTaHKa BecToBor cuHApOMa
(peuecuBHo HacnehuBame BesaHo 3a X xpomosoMm) [32],
a7y ¥ KOJi HeKe Jielie ca CIIOpajilyHIM KPUIITOTeHUM
crmasmMuma [33].

3AK/bYYAK

IIpukasanu cmo pesynraTe 34-rOofuUINIbE MPOCIEK-
THUBHE JIOHTUTYJMHA/IHE CTYMje Y TOKY KOj€ je MCIMTa-
HO 404 6ormecHuKa, mTO je jefan of Hajsehnx y3opaka
UCIIUTaHMKA KOjU Cy 10 cafia objaB/beHn y cety. [lucre-
HeTcKu nnopeMehaju u HacmegHe 6omecty MeTabonM3Ma
Kao etuonowmky ¢pakropu Becroor cungpoma yrphe-
HI CY KOJ} MambeT Opoja 60/mecHyKa y opehemy ¢ pesy-
TaTuMa gpyrux ayropa. CaBpeMeHy A1jarHOCTUYKM 110-
CTYIILIM, KaO HITO Cy MarHeTHA Pe30HAHIIMja, MaTHETHA
CIIEKTPOCKOINja, TIO3UTPOHCKA eMUCHOHA ToMOTpadu-
ja, Mmetonu 3a ofpehuBame nHTEpMegUjapHUX MeTab0O-
JIMTa Y TEHCKUX MyTalyja, HIUCY HaM OVIN Y ZOBOJBHO]
Mepy JOCTYIIHM, ITO j€ 3HA4ajHO YTUIIAJIO Ha Pe3y/ITa-
Te UCTPaXKMBama. Yeo IPEeHATYCHNUX VM IepMHATYCHUX
YMHUIALA y eTnonoruju Bectoor cunppoma, mmpe cue-
ra XUIIOKCUYHO-VMCXeMUjCKe eHlledantonaTuje I NHTpa-
KpaHUjaTHOT KpBaB/bemwa, Beh je y omHOCY Ha pesynTa-
Te IPYTUX CTYAMja, @ MHOTH Off BbUX TaHAC Ce MOT'Y yCIIe-
IIIHO CIIPEYNTH U y HAIIOj CpefyHY 3aXBasbyjyhu cBe 60-
7/b0j Hesu mopopyba u HoBopohenuangu. [TujarHocTny-
KM TTOCTYIIIIN 33 YTBphUBate eTnonoruje Bectoor cun-
IpoMa, MaKO C/I0KEHN M CKYIH, U KOJ, Hac Cy CBe IIpu-
crymagnuju. To he, cBakako, omoryhutu 6ynyhum nc-
TpaKuBadMMa jour 605y yBUI Y Hmpupopy Becrosor
CHHZPOMa, a curypHo npyxxutu u Behe moryhuocru 3a
Jlederbe OBe eMIIeNICHjCKe eHIledatonaruje.
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AETIOLOGICAL ASPECTS OF WEST SYNDROME

Borivoj MARJANOVIC, Milena BURIC, Dragan ZAMUROVIC, Ruzica KRAVLJANAC, Gordana VLAHOVIC, Dijana KOMAZEC
Mother and Child Health Care Institute “Dr. Vukan Cupi¢”, Belgrade

INTRODUCTION West Syndrome involves epileptic enceph-
alopathy in infants, occurring with an incidence of 5/10000 live
births. Its main clinical feature are spasms that occur in clusters,
which are associated with an EEG pattern called hypsarrhyth-
mia and psychomotor retardation in most patients. West Syn-
drome is associated with many underlying conditions and the
terms idiopathic, cryptogenic, and symptomatic are used for its
aetiological subgroups.

OBJECTIVE The objective of this investigation was to deter-
mine the aetiological diagnosis of patients with West Syn-
drome and to compare the results with other studies.

METHOD In this 34-year longitudinal prospective one-cen-
tre study, 404 patients were studied. All patients exhibiting the
diagnostic criteria for West Syndrome were investigated by
clinical and neurological examination, EEG, ophthalmologic,
psychological, metabolic, genetic, as well as neuroradiological
methods, according to their particular indications.

RESULTS 36 (8.9%) patients had normal development, in
whom infantile spasms occurred without any identifiable
underlying cause, forming the idiopathic group. 51 patients
(12.6%) with neurological impairment of unknown aetiology
formed the cryptogenic group. The greatest number of patients

(317 or 78.5%) formed the symptomatic group, in which neuro-
logical features and developmental delay preceded the onset
of spasms. Disgenetic disorders and hereditary metabolic dis-
eases were aetiological factors 44 (10.8%) patients. Prenatal
and perinatal aetiological factors were revealed in one third of
the patients (134 or 31%). Postnatal aetiological factors were
revealed in 42 (10.2%) patients. In our study, disgenetic disor-
ders were registered less frequently and perinatal complica-
tions more frequently than in other studies.

CONCLUSION Our results indicate the possibility of prevent-
ing West Syndrome with good quality obstetric and neona-
tal care, as well as the early prenatal diagnosis of brain malfor-
mations. Modern, sophisticated investigation makes the more
accurate aetiological diagnosis of West Syndrome possible.
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