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ABSTRACT

Fisher’s “One and a half syndrome” is rare oculomotor le-
sion characterized by conjugate gaze palsy with contralateral
internuclear ophthalmoplegia. The syndrome is due to an uni-
lateral pontine lesion affecting the ipsilateral paramedian pon-
tine reticular formation and/or the abducens nucleus and the
adjacent medial longitudinal fasciculus interneurons. The syn-
drome is described in brain stem lesions with different etiology
—vascular, demyalinating, neoplastic, inflammatory and other.
We present an 81-year-old patient with acutely developed one
and a half syndrome with accompanying unilateral mild pto-
sis as a debut symptom of myasthenia gravis. The myasthenic
symptoms mimic a structural pontine lesion in the patient.

Key words: myasthenia gravis, “one and a half “ syndrome

PE3IOME

CUHIPOMBT ,,eHO U ojioBuHa” Ha Fisher e psiaka ouenBu-
raTeiHa Jie3us,, XapaKTepU3upalla ce ¢ XOpU30HTaIHA MOTJIe -
Ha Tlape3a B eHaTa MOCOKa B ChUeTaHHWE C MHTEpHYyKJeapHa
odTanMonapesa B JIpyrara mocoka. /IbKM ce Ha yHHIaTe-
paJiHa IOHTHHHA JIe3Hsl, 3acsArala UIcuiaTepaiHara napame-
JIMaHHA NOHTMHHA PEeTUKYJIapHa (OopMalus U/Uid UIcuiIaTe-
paiHOTO siApo Ha n. abducens u MHTepHYyKIeapHUTE GUOPU
Ha UICUJIATEPATHUs MEAHaJeH JIOHTUTYJUHAJICH (BacIuKyIL.
Omnucad e Ipy CTBOJIOBH JIE3WH C Pa3IMYHA €THOJIOTHS — CBJI0-
BH, IeMHEINHU3NPAIIHN, HEOITACTUYHH, BB3MAIUTEIHN H AP.
Ipexncrassme 81 roguieH 0OJIEH € OCTPO Pa3BHII CE CHHIPOM
“eTHO U TMOJIOBMHA M CHIIBTCTBAILA YHUJATEPaJIHA JIEKOCTE-
NICHHA 11T03a KaTO JeOI0TEH CUMIITOM Ha MMACTECHHUS TPaBHC.
B ciydast MuacTeHHaTa CHMIOTOMAaTHKA HMUTHPA CTPYKTypHA

MMOHTUHHA JIE3HS.
KJIl040BH AyMH: MHACTCHHUS TPABUC, CUHIPOM ,,HO H
oJIoBHHA”

EnuH OT peaxkuTe CHHAPOMH Ha KOMOMHHUpPaHa O4e/IBHU-
raTeliHa Jie3usl € CHHAPOMBT “enHo u mnonoBuHa “ Ha Fisher
(Fisher’s “one and a half syndrome ) (9). Knunuuecku cunj-
poMsT “ enHo u nosoBuHa” Ha Fisher nmpencrasisBa komOnHa-
LM HA XOPU30HTAJIHA MOTJIC/IHA TTape3a B e/HaTa MOCOKA B Ch-
YeTaHHe C MHTePHYKJIeapHa orajamonapesa B JpyraTta nocoka
[IPY XOPH3OHTAJIHUTE BEP3UOHHU OYHH JIBHIKCHUS. [IbIKHU ce
Ha yHHUJIATEpaliHa JIe3Us B JIOJHATA YaCT Ha JIOP3aJIHUS IIOHTH-
HEH TerMEHTYM, 3acAralia Cle[HUTE CTPYKTYPH:

1/ wncunarepanHaTa napaMeJMaHHa IOHTUHHA PETHKY-
napHa ¢opmanus ( PPRF ) u/mnm uncnnareparHoTo siapo Ha
n. abducens u

2/ nHTepHyKIJIcapHUTe GUOPU HA HMIICHIATEPATHUS MEIHU-
anen nonrutryaunaner ¢acuukyn (MLF). Tlpu Hsixon GonHu
C TO3M CHHAPOM MOTrar Jia ce HabirogaBar u J0OaBEHH CHMII-
TOMHM KaTO €K30TPOIHUS HJIM €30TPOIHS, HUCTAI'bM, JICBHALIUT
U BbB BEPTHKAJIHA [TOCOKA, T1ape3a Ha KoHBepreHuusTa (20).

CHHIPOMET ““ €IHO W TIOJIOBMHA € OMUCaH MpH OOJHU ChC
CHJIOBH CTBOJIOBH JIC3MM, MHOYKECTBEHA CKJIEpO3a, HEOIUIac-
THYHU, BB3MAIUTENHN U ApyTH Je3u, 3acsaramu PPRF u/unu
HIICHIIATePaTHOTO siipo Ha n. abducens u MLF (20, 14, 5, 13,
7, 19). Hait-uectute 3a00ssaBaHus, IPEIU3BUKBALIN CHHPOMA
“eTHO W TIOJIOBHHA” Ca CHOBUTE CTBOJIOBH JIE3MH —HCXEMHUS
WM XeMOparusi, JeMUCITHHU3NPALIH 3a00IsBaHMs KATO MHO-
JKECTBEHATa CKJICPO3a M HEOMJIa3MHMTE — I'bPBUYHHM HIIM Me-
tactatuunu (20, 19, 3, 21, 15, 10, 2, 11, 4). MHoro no-peaku
ca MHQEKIMO3HUTE ETHOJOTMYHU (akTopu — TyOepKylo3Ha
HH(EKLUs, BKIIOYUTEIHO TYOEPKYJIOM ChC CTBOJIOBA JIOKAJIU-
3a1us, onopTroHucTHYHE nHekunu npu CITUH, HeBpoucTu-
nepko3a, eanedanutu (16, 14, 13, 18, 21, 17). B namm npoyusa-
HUs cMe ornucanu 4 GONHU ChC CHHIPOMA ,,e/THO U MOJOBHHA”
KaTo MPe3eHTUpall] CHMIITOM Ha MHOKeCTBEeHa ckiiepo3a (1).

IIpn mnoBeueTo cily4aW HICHIATEPATHO HAa OrHUIIETO
Ha yBpeda MeIUaTHUAT NpaB Mycky’d (m. rectus medialis) e
B XHIO- 10 adyHKIUS,T.C. TOIl HE MOXKE Ja OCBHIIECTBH MbJI-
HOICHHO aJAyKIMsITa MOpaju HaJMYHATA WHTEPHYKJeapHa
odranmonapesa Karo 4acT OT CHHAPOMA, HO CHLIEBPEMEHHO
(GYHKIMOHUPA ITBIHOLIEHHO NPH aKTA Ha KOHBEpreHius. Tosa
e nopaau dakra, ye peIEKCHUAT BT HA KOHBEPreHIUATA 3a-
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obukasnst MLF 1 cbOTBETHO OTHHIIIETO HA yBpPEa.

Hanwuue ca jaHHU OT JUTEpaTypaTa, 4e OueIBUTaTCIHUTE
HapyLICHUs IPH MUACTEHUS TPABHC, KOUTO Ca IeOI0TEH CUMII-
TOM IIPH TOJIIMa 4acT OT OOJHMTE, MOTaT Ja HANoA00T U Jia
HMUTHPAT JIE3UN Ha eKCTPa-OKYJIAPHU MYCKYJIH WM yBPEaa Ha
OKYJIOMOTOPHH $JIpa, HEPBU, MHTEPHEBPOHU HJIN HAJAIAPEHU
CTPYKTYPH C pa3jinyHa CTHOJOTHS KAaTO ICMHUEIHHU3UPAIIH,
KOMITPECHUBHH, BB3MAJUTEIHH HIIH CHIOBHU JIC3MH HA OYE/IBU-
raTeJHU HEPBH M OYEC/IBUTATEIIHU CTPYKTYPH, KOHICHHTAIIHA
WJIM allOHEeBPOTHYHA (MHBOJYTHBHA) MTO3a, EKOMIICHCUPAIIH
xerepodopuu, TUPEOU HA OPTAIMONATHS, XPOHUYHA ITPOrpe-
CHBHA BBHIIHA O()TaJIMOIUIECI s, YHU- MU OMilaTepallHa WH-
TEpHYKJICapHa 0P TAIMOILICTUS U B MHOTO HO-PEIKH CIIydau U
cuHapoMa ,,eqHo U mojosuHa” Ha Fisher (5, 12, 8, 6).

IMopaay Ka3yHCTHYEH MHTEPEC U HAJMYME HAa CAMHUYHU
onucaHus Ha OOJHU C MUACTEHUS I'PABUC, NPE3CHTUPALIH CE
CbhC CHHJIpOMA ,,eHO M mnosioBuHa” Ha Fisher, mpencrassme
CIIeIHUS Cllyvail.

Kacae ce 3a manuent Ha 81 r.,, AM.M., ¢ orakBaHHs OT
0OCTPO HACTBHIMJIO JBOWHO BHXKJIAHE U CIIaJlaHe Ha JICBUS Klie-
a4y, KOETO JIOBEJIO 1 JI0 YCEeIllaHe 3a BJIOIIaBaHe Ha PABHOBECH-
eTo 1 noxozakara. Cro0IaBa 3a MosiBUJIa ce U3BECTHA cilaboct
Ha JIMIeBaTa MYCKYJIaTypa, KOATO ONUCBA KAaTO TPYIHOCT Ja
3aJbPJKU BOJA B ycTaTa CH, KOraro cu mue 3p0ute. Oruiak-
BaHUsITA HIMAT JICHOHOILIHA PUTMHUKA. [IpH ManueHTa mpeau
moBeyve oT 10 I. ca yCTaHOBEHU MOJMHEBPONATHUS, CBhp3aHa C
nedunut Ha BuTaMuH B12; afneHokapiHOM Ha rpocTarata (B
MOMEHTA B PEMHCH); XPOHUYHA BEHO3HA HEJJOCTATBYHOCT.

OT HeBpoJIOTHYHMS cTaTyc ce ycraHoBu: 1. OyexBurare-
JICH MHACTEHEH CUH/IPOM C JICKOCTEIIEHHA M1T03a BISBO, JIUIIC-
Ballla aJyKIHsI 1 aOAYyKIHUs BISIBO OKO, JINTICBAIIA aJIyKIIHsI
B IIICHO OKO. 2. [lommHEBponaTeH CEH30MOTOPEH CHHAPOM 32
YEeTUPUTE KpaiiHUKA C OTCIA0CHH CTUIIOPAIUaIHU, JTUIICBALIH
KOJICHHU 1 AXMJIOBH pe(IeKCH ABYCTPAHHO, XMIIECTE3Us 3a T10-
BBPXHOCTHA U BJIOOKA CETUBHOCT I10 JIUCTAJIEH THII B JOJIHH
KpaiHHUIY, TapEeCTEe3MH 110 JUCTAJICH THUII B 4-Te KpaiHUKa.

OT HEeBPOO(TAIMOIIOTHYHHUS TIPETIIC CE YCTAHOBH:

VOS =0.8 (c nerosa kopexuust), VOD = (.7 (c HeroBa KOpeKIys).

IIpenen ouen cerment: Kiemaunm — jexkocTemneHHa mTo3a
BisBo (MRDI1= 4 mm Basicio u MRDI= 2 mm BnasBo); Po-
TOBUIIM — TJIAJKH, JIbCKaBH, Ipo3pauHy; Jlemu — HavdaiHa
HyKJeapHa KaTtapakTa; CTBKJIOBHIHO TSUIO — IPOCBETIISABA.
OxkyrnomoTopuka: 1/ jekocTerneHHa 1mro3a BJISIBO 2/ITbIHA XO-
pH30HTAJIHA TIOTJIE/IHA Tape3a IpH IIOTJIe] HAJSIBO + HHTEp-
HyKJeapHa odranmonapesa npu norien Hajgsicuo (dur. 1 —a,0,
B,I, 1). Ounu ppHa: [Tanwiin — Ha HUBOTO HA PETHHUTE, BUTAII-
HH, C LIEHTPAJHO PA3IMOJ0XKEH ChIOB cHON. ChIIOBE — aHTHO-
CKJIEDOTUYHHU NTpOMeHHU. PeTrHM — B HOpMa. Makynu — 6e3 pe-
¢uexce. Iuarno3a: CHHAPOM ,,e[THO U MOJOBHHA" (KOMOMHALIUS
OT nape3a Ha BEP3MOHHHUTE OYHU JIBHIKCHHUS B IOCOKA HAJISIBO,
T.¢. JICBOCTPaHHA XOPH30HTAJIHA MOIJIEAHA Mape3a + HHTep-
HyKJeapHa oTajiMonapesa IpH MOrJeJHUTE OYHH JBIKCHUS
HazsicH0).00c. CTpyKTypHa Je3usi Ha JOp3allHUs MMOHTHHEH
termeHTyM, O6c. MuacTeHus rpaBuc.

Ot enexTpomuorpagckoro usciensane : [Ipu penerntus-
Ha HepBHA CTUMYJIALUs Ha n.accessorius dextra ce peructpupa
nekpemeHT 18%, Ha n.facialis dextra — go 12%, Ha n.ulnaris
dextra He ce OTBeJle KIMHUYHO 3HAYUM JICKPEMEHT.

Huarnoctnynusat noaxox BkiIoun KAT Ha rppiaen ko,
KOSITO HE YCTAHOBSIBA OTHHII[HHU, 1ATOJOTMYHH HAXOIKH Me/Ha-
CTHHAJIHO U B Oenoapobuus napenxuM. AHTH-AchR anTnTena B
cepyM Mokasaxa 3aBuilieHue ot Hopmara — 5.4 nmol/l (pedepent-
Hu croitHocty < 0.05 nmol/l). Anti-MuSK anTHTena B cepym
0s1Xa OTpHLIATENIHH. 32 ThPCEHE HA CTPYKTYPHA JIe3Usl B 10p3aJl-
HUS TIOHTHHEH TErMEHTYM C€ IPOBEIE MArHUTHO-PE30HAHCHA
ToMOrpadust Ha IJIaBeH MO3bK, KaTO Ce YCTaHOBUXA €IMHCTBEHO
KOPOBO-aTpO(GHYHM TPOMEHH, O€3 ApyTra MaToIorus.
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ITpu Gonuus 6e mocraBeHa AuarHoza MuacTeHus rpaBucC
BCJICJICTBUE HMHTEPIIPETALlMsl HA OYeJBUraTelHATA HAXOAKa
(,,cunapom enno u monoBuHa” Ha Fisher), nTo3ara BisiBo, Je-
KOCTEIEHHO MpOsiBeHaTa cllabocT Ha JIMLeBaTa MyCKyJaTypa,
Haxo/KaTa OT eJIeKTPOMHOTpadcKOTO U3CIeIBaHEe, U 3aBHUILeE-
HUSAT TUTHP AHTH-ALETHIIXOJINHPELENTOPHHU aHTUTEA.

3amodHa ce MHTPABEHO3HA TEPAIHs C METHIIIPEIHU30JI0H
B HM3XOJs1Ia 1032 0T 60 MI' JHEBHO C HOCTEIICHHA PEAYKIIHS
10 20 Mr B chueTaHUE C TUTPUPAHE HA MEpOpajeH MpUeM Ha
MUPUIOCTUTMUHOB OpoMu 10 90 Mr nHeBHO. Ha dona Ha Te-
panusTa HaCTBIH ITBJIHO OOPaTHO pa3BUTHE HA OYE/IBUTATEI-
HaTta cumToMaTuka (dur. 2 — a, 6, B, T, 1). [lanueHTHT IpoABII-
KU aMOyJIaTOpHO NEPOpPaNTHO JEYCHHE C MPEAHU30J0H 15 MT
JTHEBHO M MUPUAOCTUIMHHOB Opomua 10 90 mr nHeBHO. [Tpu
Mpoclie/isiBaHe CJel eAMH Mecel] Ce OTYeTe 3a/bp)KaHe Ha I10-
CTUTHATOTO MOJOOpEHHE.

[pencrabsme naneHT Ha 81 roguHa ¢ OCTPO pa3BUIIA CE PsiJi-
Ka KOMOMHUPaHa O4e/[BUraTelIHa JIe3Usl — CHHAPOMA ,,eHO U TO-
nosuHa” Ha Fisher n cprrpTcTBaIIA JIEKOCTEIIEHHA YHIIATepaIHa
nto3a. CHHAPOMBT ,,eqHO U mojoBuHa” Ha Fisher ce acormupa
ChC CTPYKTYpHA JIE3UsI C pa3IniyHa eTHOJIOT S Ha UIICHIIaTepall-
nara PPRF w/unu uncunarepanHoTo siapo Ha n. abducens u uH-
TepHyKJeapHuTe pudpu Ha nncuiiarepannust MLF B nop3annus
MOHTHUHEH TerMeHTYM. [Ipy HaIIMs NalMeHT psiikaTa OueiBUTa-
TEeJHA JIe3Ws HE € pe3ysTaT Ha IOHTHHHA YBpena, a € 1e0roTeH
CHMIITOM Ha MUACTEeHHsI rpaBuc. OUeBUTATEIHUTE CUMIITOMH
IIPU MHUACTEHHUS TPABUC MOrar Ja UMUTHPAT HYKJEapHH, CYII-
paHyKJI€apHH, MHTEPHYKJICAPHU WIIM HH(PPAHYKJI€apHU OKYJIO-
MOTOpHHM Jie3ud. B nureparypara uMma eIUHUYHU CHOOLICHHS
3a CHHIPOMA ,,e[THO U MOJIOBMHA KaTO MPE3EHTHUPAL CUMIITOM
Ha MHACTCHHUs rpaBuc. ToBa HU JlaBa OCHOBAHHE JIa MPEACTABUM
CITydas, PeACTaBIIABAIl Ka3yHCTHUCH HHTEPEC.

OUTYPU

@ur. 1 — a,0, B, 1, 1. O4eH MOTUIUTET B Pa3IUIHHUTE [1OT-
JIETHU TIOCOKH TIPpU OO0JIeH ChC CUHAPOMA ,,&/THO M TIOJIOBHHA” —
IIbJTHA JICBOCTPAaHHA XOPH3OHTAJIHA TOTJIeHa Mmape3a + KOH-
TpajarepaiHa HHTepHYyKJieapHa opTanMornapesa
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ABSTRACT

Background: Hereditary gelsolin amyloidosis (Meretoja
syndrome) is a rare systemic amyloidosis with an autosomal
dominant inheritance pattern, characterized by a triad of oph-
thalmological, neurological, and dermatological manifestations.
Initially described in the Finnish population, the disease has
since been reported in several other regions worldwide. Meth-
ods: We report the case of a 57-year-old man presenting with
progressive neurological, ophthalmological, and dermatologi-
cal symptoms. A multimodal diagnostic approach was applied,
including neurological examination, nerve conduction studies,
ophthalmological and dermatological assessment, neuroimag-
ing, and molecular genetic testing. Results: The patient exhibit-
ed bilateral facial neuropathy, sensory and autonomic polyneu-
ropathy, lattice corneal dystrophy, cataract, dry eye syndrome,
and cutis laxa. Additionally, he had a long-standing recurrent
depressive disorder. Genetic testing identified a heterozygous
missense variant ¢.487G>A, p.(Aspl63Asn) in the gelsolin gene
(GSN gene; NM_198252.3), which was also detected in his chil-



