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BpogeHaTa nuueBa napanusa ce npeacTtaBs KIMHUYHO C
HaMareHo UM OTCHCTBALLO ABMKEHWE HA NNULEBUTE MYCKYIN,
KOETO Ce KOHCTaTMpa OLLEe NpU paaaHeTo M Cce AbITKM Ha Ha-
pyLUEeHa Unmn HambIHO NunceaLla PyHKUMS Ha NULEBUS HEPB.
ETnonornyHnte npuynHn 3a mnssieata Ha 3abonsiBaHeTo ce
knacuduumpaT B ABE ronieMu rpynu — TpaBMaTuyHa paktopu
UNU CMYLLIEHNs1 B pa3BUTUETO. AnnasusaTta Ha nMueBUs HepB
€ U3KIYMTENHO psigka aHoManusl, KosTo 0GMKHOBEHO Ce aco-
uumpa cbe cuHapoma Ha Mbobuyc. NocnegHusT e psaako HeB-
ponornyHo 3abonsiBaHe, KOETO Ce XapakTepuaupa CbC
cnabocTt (nNapanu3a) Ha MHOXECTBO KpaHWanHu HepBM,
BKNtOYBALLO Hal-4yecTo n. abducens u n facialis, koeTo Boau
[0 orpaHuyeHa noABWXKHOCT Ha o4HUTe Bynbu B natepanHa
nocoka 1 AByCcTpaHHa nuueBa crnabocT. MNpeactaBame cnyyvan
Ha 8 rog. MoMuYe ¢ BEPOSATHA XMMNonnasns Ha saparta Ha nu-
LueBuTe HepBM 1 agpaTta Ha n. abducens. Bbnpeku, vye anna-
3MaTa UK Xxmnonnasusita Ha NMLEBNSt HEPB Ce cpeLla paako,
TAXHOTO pa3no3HaBaHe € BaXXHO 3a MporHosaTa u Tepanes-
TMYHOTO MOBNUSIBAHE.

KnroyoBu aymu: BpogeHa NLEBA XMMNOMNMasusi, CUHAPOM
Ha Mbobuyc.
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ABSTRACT
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Congenital facial paralysis is presented clinically as de-
creased or absent movement of the facial muscles, which is
found at birth and is due to impaired or completely missing
function of the facial nerve. Etiology for disease includes two
major groups -intrapartum injury or various developmental dis-
orders. Facial nerve aplasia is an extremely rare anomaly that
usually occurs in association with Moebius syndrome. Moe-
bius syndrome is a rare neurological disorder characterized
by weakness or paralysis (palsy) of multiple cranial nerves,
most often the 6th (abducens) and 7th (facial) nerves, resulting
in limitation of lateral gaze movement and facial diplegia.. We
present a case of an 8-year-old girl with probable hypoplasia
of the nuclei of the facial nerves and the nuclei of nn ab-
ducens. Although aplasia or hypoplasia of the facial nerve is
rare, their recognition is clinically important for its prognostic
and medicolegal implications.

Key words: Congenital facial paralysis, Moebius syn-
drome.
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BbBepeHue: BpogeHarta napanusa Ha nuuesnd
HEepB € psaKo CbCTOsIHME C YecToTa Ha m3saBa npubnu-
3utenHo okono 0,8-2,1 Ha 1000 xwvBopoaeHu geua (2,
14). MNMpepncTaBsa ce KNMHUYHO C HamaneHo (napesa) unu
HanbAHO NUNcBaLo (Napanusa) ABUXeHue Ha nuLe-
BUTE MYCKYNX, KOETO Ce KOHCTaTupa oLle npu paxaa-
HETO W Ce [Ob/KM Ha HapylweHa WM HambilHO
nuncealla oyHKUMS Ha nvuesus HepB. BpogeHata nu-
LueBa napesa moxe Aa 6Gbae eqHOCTpaHHa wnu OBY-
CTpaHHa, YyacTu4Ha unu nbnHa. Npu nbnHata napesa
Ce KOHCTaTupa MbIIHO OTCbCTBUE Ha NULIEBO ABUXEHMEe
BbB BCUYKUTE YETMpMW KBadpaHTa Ha NuueTo (OgeceH
ropeH KBaapaHT, AeCeH AONeH KBaApaHT, B ropeH
KBagpaHT 1 NaB JONeH KBagpaHT). KnnHuyHO ce ycTa-
HOBSIBa YBMCBAHE Ha NULETO; N1nca Ha YernHu, Ha3ona-
OvanHu unn nepuopoduTanHn rbHKKU; narodpTanm
(HenbnHO 3aTBapsiHe Ha KnenayuTe); No3a Ha NULUETO C
oTBoOpeHa ycTa unm U-ob6pasHa ropHa ycTHa; NOBULLEHO
CINIOHOOTAENSIHE; Y HEBB3MOXHOCT 3a OCbLUECTBABAHE
Ha nMueBa MMMKKa, HAbpPBbYKBaHE Ha 4enoTo, Noacemp-
BaHe W/vnu 3aTpyaHeHust C apTUKYNMPaHeTo Ha
nabvanHu cbrnachHu (15).

ETvonornyHmTe npmymHmn 3a nssearta Ha 3abons-
BaHeTOo ce Krnacuduumpar B ABe ronemmu rpynm — Tpas-
MaTU4YHWU (DaKTOpPU UM CMYLLEHUS B pasBuTueTo (8).
M3knioumTenHo psgko ca criyyamte Ha usonvpaHa are-
He3usa/xunonnasng Ha NMUEeBUs HepB, oNncaHy B nuTe-
patypata. [bpBUAT cnyyanm Ha wm3onuMpaHa nbiHa
BpOOEHa areHesusi Ha NULEeBUst HEPB € CbOoOLLEH OT
Jervis et al npe3 2001 r. npu 7-roguLiHo aete ¢ nuuesa
napanusa npu paxgaHeTo, Mpu KOeTOo Npu XMpypru-
yecka WHTEpPBEHUUs MO noBO4 HeTybGepKyrnosHa
MukobakTepuanHa uHekLns Ha nncunaTtepanHara na-
poTMaHa Xnesa ce YyCTaHOBsIBA NbNHAaTa nunca Ha
nnLEeB HEPB, KaKTO B CTUNOMAaCTOBUAHMS OTBOP, Taka 1
no-nepudepHo B cybcTaHumMsATa Ha NapoTuaHaTa xnesa
(4, 11). Mpe3 2016 r. Kumar n cbaBT. AOKNaABaT 3a ABa
cny4as Ha areHe3us Ha nuueBus HepB Npu e 6eberta,
BM3yanuaupara ype3 MPT n HecBbp3aHa ¢ onpeaeneH
CYHAPOM.

KnuHu4yeHn cnyyan: MNpeacraBame cnydvan Ha 8
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rOAVLIHO MOMMWYE C BEPOSATHA ABYCTPaHHa XMnonnasus
Ha sapaTta Ha n. facialis n agpata Ha n abducens.

AHamHe3a: PogeHa oT HopManHo npotekna 6pe-
MEHHOCT n paxgaHe, ¢ T.T. 3700 r, 6e3 acdukcus, ¢
NKTEp, npoBexaaHa goTtoTepanus. Cnea paxgaHeTo
YCTaHOBEH [BYCTpPaHEH KOHBEpPreHTeH cTpabusbm. Ha
2 roq. NpoBefeHa onepaTuBHa KopekUusi Ha cTpabusma.
Buna ¢ HopmanHo paHHO HEPBHO-MCUXMYECKO pa3Bu-
Tre. BuHarm cnana c nonyoTBopeHun o4un, a oKono 6 roa.
Bb3pacT yCTaHOBEHa M3BECTHa acMMeTpuUs B ABUXe-
HUSITA Ha YCTHUTE bIMNK, MOXe O1 noBeYe BASICHO, CBbp-
3aHO CbC CMsiHaTa Ha 3bbuTe. He Moxe ga Habpbuka
yenoTo. CbCTOSTHMETO He e Nporpecuparno.

HeBponoruyeH crartyc: KpaHvanHu Hepeu — OBy-
CTpaHHa yBpeJa Ha NuUUEBUTE HEPBU — OrpaHmyeHa
noaBWXHOCT Ha ABaTa mm. orbiculares oculi — npu
MaKCMMariHO CbKpalleHne o4YnTe He ce 3aTBapsT, ABY-
CTpaHHa nunca Ha aswxkeHus B m. frontalis kato yenoto
He ce HabpbyKBa, OrpaHNUYeHa NOABMXKHOCT M. corruga-
tor supercilii. CbcTOSIHME Cnea onepaTyMBHA KOPEKUUst
Ha OBYCTpaHEeH KOHBEPreHTeH cTpabusbM. CyxOXuMImHU
pednekcn — nsoHopmopednekcus. KoopgnHauus — 6e3
HapyLweHnsa. CEeTUBHOCT — CbXpaHeHa NOBbPXHOCTHA 1
Obnboka ceTUMBHOCT. Ta3oBM pe3epBOapu — KOHTPO-
nmpa.

KT Ha rmaBeH Mo3bK: Be3 orHuLLHN n3ameHeHns B
MO3b4HMSA napeHxnm. 34HA — 6e3 OrHULWHN N3MEHEHNSI
B MankoMO3bYHWSA NapeHxuMm, 3anaseHu cybapax-
HOMOHM NpPOCTpaHCTBa No LepedenapHus KOHBEKCUTET
[OBYCTpPaHHO, HOpMarsiHa KOHgUrypaumsi Ha OKONOCTBO-
NoBUTE UUCTEPHU, MOHTOLlepebenapHuTe brnu, 4eT-
BbPTU BEHTPUKYN U BbTPELUHUTE CIyXOBW OTBOPU
HopmanHa kocTHa CTpyKTypa Ha YepernHata OCHOBa U
Kaneapusara.

MPT Ha rmaBeH Mo3bK: HopmanHa MPT Haxoaka
3a HeBpPOKpaHuyma.

EnekTpoHeBporpadusa Ha nuueBu HepBU: Npu
cTumMmynauums Ha n. facialis gBycTpaHHo ce otBexaat M-
OTFOBOPU C MHOIO0 HUCKM aMnnuTygu, no-uspaseHo
BOSICHO, ¢ nunceawm R1 n R2 otrosopu npwu blink re-

fleks (dour. 1, cpur. 2). Mpu nrneHa EMI™ ot m. orbiculari
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oris ce oTBeXAaT akUMOHHM NOTEHLManuM ¢ HUCKU am-
nnutygn (dwur.3). 3aknwoyenune: EMIT gaHHu 3a gBy-
CTpaHHa akCcoHHa aereHepauus Ha n.facialis bill.
O6cbxpaaHe: PogosaTta TpaBMa € Hal-yecTtata
npuunHa (78-91%) 3a BpogeHa egHOCTpaHHa nNuueBa
napanu3a (2, 13, 14). lNpn aHaMHECTUYHU AaHHM 3a
paxgaHe ¢ dpopuenc, NpoTpaxmpaHo paxaaHe, pax-
JaHe Ha eabp nnop ¢ TenecHo terno Hag 3500 r, gaHHK
3a HanUune Ha nepuaypuKynapHn eKXMMo3u Um xemo-
TMMNaHyM ca pPUCKOBM hakTopu 3a npexogHa efHo-
CTpaHHa nuueBa napanusa. JIMueBuaT HepB MOXe Aa
Obae HapaHeH nopagn OTHOCUTENHO NMOBBLPXHOCTHUS
My eKCTpakpaHuaneH xoA npu KOMMNpecusa Ha Hepsa
BbPXY U3MNbKHanaTa NnoBbPXHOCT Ha TAa30BUTE KOCTU Ha
Markata no Bpeme Ha paxpgaHe (2, 12, 13, 14) unn
aHopMarHa BbTpeMaToyHa no3a Ha nroga ¢ npuTuc-
KaHe Ha HepBa Mexay Yerntoctta u pamoto (9). MNpubnu-

3uTenHo okoro 89-94% ot crnyyauTe Ha TpaBMaTuyHa
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BpOAeHa nuueBa napanunsa (pogunHu HapaHsiBaHus) ce
Bb3CTAHOBSBAT HaMbITHO B PAMKUTE Ha HAKONKO cen-
MUILM

3a pasnuka oT ToBa, BpoAeHaTta e4HOCTpaHHa na-
panunsa Ha NUUEBUS HEPB, KOATO He Ce ObITKM Ha Hapa-
HBaHe MpuW paxpaHe, HawW-4ecTo e Heobpatuma.
Xvnonnasusata/annasvs Ha nyUeBWs HepB e egHa OT
NpUYMHNTE 3a U30NMpaHaTa BpOAeHa napanusa Ha nu-
LeBaTta MyckynaTypa ¢ MyTauum B onpegerneHun Nokycu
(xpomoszoma 3921-22 n 10g21.3-22.1) (9). CuHopOMBT
Ha Mbobuyc e c YecToTa Ha pa3npoCTpPaHEHMEe OKOSo
1/150 000 xmMBOpoAEeHN Aeua 1 ce AbIKN BapuabunHa
MO TEXeCT areHe3nss UNM XWMnonnasus Ha LWecTn u
cegMu KpaHuarHu HepBW, BEPOSITHO Mopagun XMMoK-
CUYHO-UCXeMuYHa eHuedanonatus (5, 7). Npeacrtassa
Ce KNUHWYHO C BpoAeHa, Henporpecupalla cnaboct Ha
NNLETO C OrpaHNYeHo oTBeXJaHe Ha e4HOTO Unn ABeTe
ouu. MNpwm HoBopoaeHu cbe cuHapoMa Ha Goldenhar (xe-
MudpaumanHa MMKPO30OMUS, CbC CMEKTbP OT BPOOEHU
MandopmaLmn, BKIHOYBALLM aHAaTOMUYHUTE CTPYKTYPW,
npomusxoxgaiim embproHanHo oT nbpBaTta u BTopaTa
OpaHxmanHa gbra), Cbllo MOXe [a Cce YCTaHOBU BpO-
JeHa nvuesa napanusa B kombuHauusa ¢ gedektu Ha
LWMARHWTE npeLuneHn, enubynbapeH gepmong v npeay-
pyiKynapHu koxxHu 6enesu (1). B Tasu rpyna ce Bkno4ysa
CbLUO Taka n cuHgpoma Ha Poland (BpogeHa nuvueBa
napanu3a u nunca Ha m. pectoralis major, ¢ HapyLleHus
Ha CbH$, MbPYOBE U KOTHUTMBEH AedUunT) U Kapamo-
daumnaneH cmHapoMm (cnabocT Ha NUUEBUTE MYCKYN)
(14).

AHOManuuTe B nepudepHnsa HepPB YECTO ca CBbP-
3aHW C aHOMarnum Ha BBHLLHOTO YXO W MOHSIKOra ¢ mMar-
dhopmMaunm Ha macTomgHaTta obnacrt, KakTo 1 areHesus
Ha neTpos3HaTa 4YacT Ha cnenooyHarta KoCT C nocnep-
Balla areHe3ns Ha NuuUeBKs U cnyxoBus Heps (13).

Mpwn cungpoma Ha Arnold-Chiari BpogeHaTa nu-
LeBa napanu3a obMKHOBEHO ce CBbp3Ba C Napanuaa Ha
APYTV KpaHuarnHu HepBW B 3agHaTta vyepenHa fMka, ¢
Bb3MOXHO XEPHMpPaHe Ha MO3bYHW CTPYKTYpU Npe3 ro-
nemwus tuneH oteop (10).

KbM reHeTuyHuTe (t)aKTOpl/I 3a BpoaeHa nnuesa
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napanusa morat ga 6baat NpuyYnCeHN N HAKOU HepB-
HO-MYCKYNnHM 3abonsiBaHna kaTo muonatuu, MMUOTO-
HU4YHa aucTpodumsa n BpogeHa mmacteHus (15).

Mpun gnarHocTMuMpaHeTo Ha BpoAeHaTa nuueBsa
napanusa e BaXxHO a Ce YCTaHOBW, Ye nuuesaTa cna-
B6ocT HancTnHa e Buna Hanvue Npy paxgaHeTo, Tbi
KaTo Ta MOoxe Aa 6bae 1 npugodbuTa B pesynTar Ha pas-
NNYHM €TMONOTMYHN PAKTOPWU, BKIKOUUTENHO MHGEK-
Lus, Heonnasus Unu HeBpogereHepaums.

M3kntounTenHo TpygHo e Ja ce JoKaxe annasus
Ha nuueBns HepB Ype3 KoHBeHUnoHanHata MPT unu
KT. NosiBaTa Ha TpMM3MepHa KOHCTPYKTUBHA UHTepde-
peHuus B ctabunHo cbetosaHme (3D CISS) marHuTHO-
pe3oHaHcHa (MP) nocnegoBaTenHoCcT No3BosisiBa Aa ce
nocTuUrHe nogpobHa 1 ToYHa OLEeHKa Ha YyepenHo-Mo-
3bYHUTE HEPBW, TbI KATO Te OCUrypsiBaT OTNIMYHA
KOHTpacTHa pasgenutenHa cnocobHoCT Mexay Liepeb-
pocnuHanHaTa TEYHOCT 1 HepBuTe (3).

lMpeactaBsme Momu4ye Ha 8 rod. ¢ orpaHuyeHa ao
nuncealla NoABWXHOCT Ha MYCKYnUTe, MHEPBUPAHUN OT
nnueBns HepPB ABYCTPaHHO U ABYCTPaAHEH KOHBEPreH-
TeH cTpabu3bM (BEPOSITHO B pe3ynTaT Ha HepasBUThe
Ha sigpaTta Ha n.abducens) ¢ gebloT OT paxgaHeTo, 3a
KOETO e npoBedeHa onepatuMBHa KOpPeKUus Ha 2-ro-
OMwHa Bb3pacT. [pu enekTpoHeBporpadckoTo nscnes-
BaHe Ce YCTaHOBSABAT JaHHM 3a nepudepHa akcoHarnHa
JereHepauus Ha nuUeBUTe HepBU ABYCTpaHHO. [Npo-
Bege ce MPT Ha rmaBeH MO3bK C Len U3KYBaHe Ha
Apyra natonorus kaTo NpocTpaHCcTBO3aemMall, CbO0B
Unu gereHepaTmBeH NpoLec B MO3bYHUS CTBOM U 3afHa
yepenHa siMka. B nonsa Ha guarHosata BpogeHa Xuno-
nnasusa Ha sgpata Ha nn. facialis n nn. abducens ca
aHaMHEeCTUYHUTE [aHHU 3a HayanoTo Ha Oonnakea-
HUATa.

3aknwyeHue: CuHApoMbT Ha Mobobuyc e us-
KIMOYUTENHO PSiAKO CbCTOSHUE U eAHa OT NMPUYMHNTE 3a
BpoAeHa nuueBa napanu3a. 3a MNOCTaBsHETO Ha
JuarHosata B Clyyau Ha yBpexaaHe Ha nuueBuTe
HEepBW, € U3KMOYUTENHO BaXXHO NPOBEXAAHETO Ha enek-
TpoHeBporpadCcko M3crnefBaHe, B TACHO CbTPyOHW-

4eCTBO C HeBpOM306pa3HBaLU,I/ITe meTtoan. C nomoLuTta
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Ha nocnegHuTe 61 Morno Aa ce AudpepeHumpa anna-
auATa/XMnonnasuaTa Ha NUUEBKA HEPB OT napanusarta

Ha nnueTo, npnvinHeHa ot TpaBMaTU4YHO HapaHABaHe.
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