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O6ocHoBaHue. MuacteHndeckuii cuHgpom Jlambepta—-WroHa (G73.1 no MKB-10) — pegkoe ayTovm-
MyHHOe 3abo/ieBaHmne, accoynMpOBaHHOE C MNPEeCUHaNnTUYECKUM HapyLLIEeHNEM HEPBHO-MbILLEYHOW repe-
Ja4uv n3-3a BblpabOTKu aHTUTEJT K NOTeHLMaN3aBUCMbIM KajbLNeBbIM KaHaaam. CBoeobpasue muacte-
Hun4Yeckoro cuHgpoma Jlambepta—/IToHa NpOsIBASETCS COYETaHNEM MOBbILLEHHOV MbILLIEYHOV C/1aboCTu
M yTOMISEMOCTYU 1 (heHOMEHa «BpabaTbiBaHVs» — YBEJNHEHWST MbILLEYHON CUJibl Ha (DOHE MbILLEYHOM
HarpysKu rocJsie HerpogoIKUTESIbHOrO MakCUMasibHOro cokpatyeHus. MuacteHndyeckuii cuHgpom Jlam-
bepTta—-VIToHa 4acTo accoymmpyeTcsi C MEJIKOKJIETOYHbIM PaKOM JIEMKUX M OYEeHb PEAKO pa3BUBaeTCs
ripm onyxossix gpyrov nokaan3sauyun. OnucaHue KanHndeckoro cay4yas. Mol Habnwogann 80-n1€THIO0
nauneHTKy C xxaaobamu Ha rnoJiyrnTo3 BeK, caabocTts, 60/ B 6é4pax, naedax n tazosow obaactu. 1o no-
BOAY roJyrnTo3a BeK rpoBoAWIICS anggepeHynabHbIi auarHo3 ¢ muacteHuen. [py cTumynsaynoHHON
S7IEKTPOMUMOrpapuy BbisiBJIeH MHKPEMEHT M-oTBeTa, T.e. (heHOMEH «BpabaTbiBaHUS», YTO XapakTEPHO
4715 gaHHoro cuHgpoma. lpy obcnenoBaHuy BbisIBAEH NanuIsPHbBIA Pak LWNTOBUAHON Xele3bl C o-
CAeYyoLMM MPOBEAEHNEM ONepaTnBHOro 1Ie4eHUs. 3aKatoveHune. [aHHbi CyYan niaocTpupyeT na-
PaHeonIaCTUHECKNI MUacTEHNYECKUI CuHapom JlambepTa—IToHa — pefkyro onyxoaeByro hopMy Ha
pOoHe paka LNTOBULHOM XKes1e3bl.

Knro4yeBble cnoBa: MUACTEHUYECKUI cuHAPOM JlambepTta—/ToHa;, napaHeornacTuH4eCKu CUHGPOM;
paK LNTOBUHOW XKE/1€3bl; KIIMHUYECKUI CI1y4an.
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OBOCHOBAHUE

MwnacTteHndeckuii  cuHgpoMm  JlambepTta—-MToHa
Briepsble onuncaH J. Anderson B 1953 rogy y nauu-
eHTa C OPOHXOreHHOW KapuWMHOMOW nérkux. B knu-
HNYECKON KapTUHE OTMeYannCb CUMMTOMbI, CXOXWe
C MUacTeHnen: cnabocTb, HapyLLUEHNE rOTaHNs, NaTo-
fiornyeckas yToMasieMocTb NPOKCUMasbHbIX OTAENO0B
KOHEYHOCTEW, HENOCTOSHHAA OUMNSIONUS U CHUXEHNE
CYXOXWJbHbIX pedrnekcoB. Onpegensnacb NOAOXKM-
TenbHas npoba Ha BBeOEeHVE aHTUXONMHICTEPA3HbIX
npenapatos. [locne yganeHusa onyxonu Bce CUMMNTO-
Mbl perpeccmpoBani.

[eTanbHoe KNNMHMYECKoe u anekTpomuorpaguye-
CKOEe OrnmcaHne MMacTeHNYeCKOro CMHAPOMa NPoBeENy
B 1956 rogy amepukaHckne cneumanncTbl — Henpo-
dusunonor dnsapg Jlambep (Edward H. Lambert) n He-
Bposor JIn NItoH (Lee M. Eaton) He3aBucumo gpyr ot
apyra, YsMy UMeHamm 1 Bbll Ha3BaH 3TOT CUHAPOM.

[MaToreHe3 MMacTEHNYECKOro CMHAPOMa onpenens-
€TCS HaNMyMeM ayToaHTUTEN K NOoTeHUMan3aBUCMMbIM
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KasibLMEBLIM KaHanaMm MpecuHanTUYecKor MembpaHbl
HepBHO-MbILWeYHOoro coeamHeHns [1-3]. B cbiBopoTke
KPOBW aHTWUTENa K MNOTEHLMaN3aBnCMbIM KaslbLMEBLIM
kaHanawm P/Q Tuna BeisiBnsitoTcst npumepHo y 90% 60ob-
HbIX MUACTEHWYECKM CUHAPOMOM JlambepTa—l/IToHa,
OfHaKO psif ucciefoBaTenieil 06HaAPYXXMBaNN TakXe
aHtuTena K N- n L-tuny kaHanos [4].

OCHOBHbIM [AMarHOCTUYECKMM METOLOM BbIsiBIIE-
HUA MuacTeHn4eckoro cuHgpoma JlambepTta-MToHa
ABNSeTCA anekTpomuorpadus. Knaccunyeckas anekT-
podusnonornyeckas Tpuaga npencrasiieHa yMeHb-
WweHvem amnautygel M-oTBeTa; gekpeMeHToM M-oT-
BETA MNPV HU3KOW 4YacToTe CTUMynsauun (3 nUMn/Cek)
N NHKpemeHToM M-0TBeTa Npu BbICOKOW YacToTe CTU-
mynaumm (40-50 umn/cek) unm nocne 10-ceKyHOHOro
MaKCUMaJIbHOro MbleyHoro ycunus. Mpu HaHeceHun
190-200 cTtumynos ¢ yactoToit 40-50 Iy y 60MbHbIX
BbISIBNISIETCS 3HAYUTESIbHOE YBENNYEHUE ammnTyabl
M-oTBeTa (>100%), 4TO aBNAETCSA abCOMOTHO crneuu-
ryeckM OuarHoCTMYECKUM KpuTepueM 3abonesa-
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LAMBERT-EATON MYASTHENIC SYNDROME
AGAINST THE BACKGROUND OF THYROID CANCER:
A CLINICAL CASE

E.V. Khozhenko, E.S. Kiparisova, I.V. Larina, A.L. Vaulicheva, S.S. Grigoriev, E.Sh. Mavlyudova

Federal Scientific and Clinical Center for Specialized Medical Assistance and Medical Technologies Moscow, Russian Federation

Background: Lambert-Eaton myasthenic syndrome (G73.1 according to ICD-10) is a rare autoimmune
disease associated with a presynaptic impairment of neuromuscular transmission due to the production
of antibodies to voltage-gated calcium channels. The peculiarity of Lambert-Eaton myasthenic syndrome
is manifested in a combination of increased muscle weakness and fatigue with the phenomenon of
«working in» — an increase in the muscle strength against the background of muscle load after a short-
term maximum contraction. Lambert-Eaton myasthenic syndrome is often associated with small cell
lung cancer and very rarely develops with tumors of another localization. Clinical case description:
We observed an 80-year-old patient with complaints of weakness and pain in the hips, shoulders,
pelvic region, and half-ptosis of the eyelids. For half-ptosis of the eyelids, a differential diagnosis was
conducted with myasthenia gravis. Stimulation electromyography revealed the M-response increment,
i.e. the phenomenon of “working in”, which is typical for this syndrome. The examination revealed papillary
thyroid cancer, which was later treated surgically. Conclusion: This case illustrates Lambert-Eaton’s
paraneoplastic myasthenic syndrome, a rare tumor form associated with thyroid cancer.
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Hus. CUHOPOM MOXET npepdLlecTsoBaTb MaHudecTa-
LMy oHKonpouecca. VIameHeHus anekTpomuorpagum
nocfie MakCMasibHON Harpysku u CTUMYNALMN NO3BO-
NAT OTIMYUTE MUACTEHWYECKUA cuHopom Jlambep-
Ta-llIToHa OT MOTOpPHOI nonuMHeBponaTun, 60Ne3HN
ABUraTesibHbIX HEPOHOB N MUACTEHUN.
[Mpenctasnsem onucaHne KANHWYECKOro clyyas
C HeOObl4YHbIM MPOSBAEHMEM MapaHeonnacTNYeCKoro
npoLecca Ha (poHe paka LWUTOBUOHON XXeNesbl.

KJIMHWYECKWNI NPUMEP

O nauymeHTe

MaunenTtka A., 80 net, pycckas, NpoXXuBaeT BO
Bnagumunpe. 12.08.2019 noctynuna B TepaneBTuye-
ckoe oTgeneHne rocnutans. 2Kanobbl npu nocrtynne-
HUM Ha GOSN HOMWLLErO XapakTepa B MbllLax Mey,
6énep, BO3HMKAOLME MPEUMYLLECTBEHHO MPU WUHU-
umaummn OBUXKEHMS (B Havyane xoAb0bl); NOBbILLEHHYO
YTOMSISEMOCTb; 3aTpyLHEHNE MOAHVMaHNS BEK.

AHaMmHe3 Xxu3Hy. MNMauneHTka sBnsieTcs HepaboTta-
IOLLIIM MEHCMOHEPOM, 3aHUMAETCS AOMAaLUHMK Oena-
MU, NpuycafgebHbIM X035MCTBOM Ha fade. MNMpoxnsaeT
C 0OYEpPbIO 1 3aTEM.

ANNepru4eckmnii aHaMHe3 He OTSrOLLEH.
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HacnencrBeHHbIi aHaMHe3: mMaTb ymepna OT WH-
CyNbTa, cTpagana ryunepToHMYEeCKon 60Ne3HbIo; OTeL,
norun6 Ha pPOHTE; POOHbIX OPATHEB 1 CECTEP HE MEET.

AHamHe3 3aboneBarus. CunTtaeT cebst 60NbHOM OKO-
N0 4 neT, Korga crana oTMe4aTthb BbilleyKa3aHHble XKa-
no6el. B 2010 rogy npoonepupoBaHa no nosogy MUK-
CcoMbI ceppua. HabnogaeTcs ¢ XpOHUYECKOW NLeMNEN
rONIOBHOMO MO3ra, O6YC/IOBIEHHOW MNEPTOHNYECKON
60Ne3HbIO, MapoKcu3ManbHOl (OpPMOI MepuaTenb-
HON apuTMuK, aTepOCKIEPO30M COCYOOB FOJIOBHOMO
Mo3ra. Ha npepnctaBneHHOn KOMMbIOTEPHOW TOMOrpa-
vn ronoBHOro MoO3ra, BbIMNOSHEHHON amOynaTopHO
15.07.2019, KapTMHa eguHNYHbIX 04aros B 060KX Nony-
LIapusiX FOJIOBHOMO MO3ra, Hanbosiee BEPOSITHO COCY-
OVCTOro reHesa; MaMonaTu4ecKunii KanbLUyHaT B NpOeK-
Lmmn 6asanbHbIX S4ep NpPaBoro nosyLapnsi FrofI0BHOMO
MO3ra yKasaHHOW JloKam3aumm; Hapy>xHas permoHap-
Has (nobHas) rugpouedanus. MNonyyana Ha3HaYeHHOe
HEBPOJSIOrOM MONUKNHVKK JIe4eHe HelpoTpoduye-
ckummn npenapatamun (KaeuHTOH, Mekcugon, Llepe6-
PONN3MH) C He3Ha4MTenbHbIM 3ddekToM. B TedeHne
nocnegHnx 2—-3 MecsaueB cTana oTMedaTb Nporpeccu-
PYIOLLYIO MbILLEYHY cnabocTb, 601 B Mblwuax. foc-
nMTanM3MpoBaHa B NJaHOBOM Mnopsioke ons obcnepno-
BaHWUS 1 NNEY4EHNS C NOJO3PEHNEM HA MUACTEHNIO.

https://doi.org/10.17816/clinpract119952
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®dusnkanbHasa guarHocTuka

Mpu nocTynneHnn COCTOAHNE YOOBNETBOPUTESNBHOE.

Comatunueckui cratyc 63 0COGEHHOCTEN.

Hesposnornyeckuii ctatyc. B CO3HaHWW, KOHTaKTHa,
opvieHTMpoBaHa. BbinageHws nonen 3peHus OpueHTU-
POBOYHO HE BbISBIEHO. 3padvkm CUMMETPUYHBI, (hoTOope-
aKkummn coxpaHeHbl. [BumkeHns rnasHbix 60K B NOTHOM
06béme, gunnormun HeT. OTMevaeTcst MoslynTo3 060ux
BeK. YyBCTBMTENBHOCTb Ha NMue coxpaHeHa. JInuo 6e3
4yéTkon acummeTpun. Cnyx coxpaHéH. [noTtaHue, ¢oHa-
LS He HapyLUeHbl. BbiBASeTCA NpoKCcManbHbI napes
HIDKHUX KOHEYHOCTel [0 4 6annoB, perpeccupyowmin
nocne xogpbbl fo 500 M. MbILEYHbIA TOHYC HE N3MEHEH.
NaTonornyeckrx 3HaKoB He BbisiBNEHO. KoopanHaTOpHbIE
NpPo6bl BbINOAHAET YOOBNETBOPUTENBHO. PaccTpolicTs
YyBCTBUTESIbHOCTU, MEHWHreanbHbIX 3HAKOB HE BbisiB-
neHo. MNanbnauus No xoay HEPBHbIX CTBOJSIOB 6€36051€3-
HeHHas. GYHKLUMM Ta30BbIX OPraHOB KOHTPOJSIMPYET.

MpepBapuTenbHbIA auarHo3

OcHoBHOe 3aboneBaHue: «G73.1*
KM cuHgpomom JSlambepta—ToHa».

MnaHupoBanocb obcnenoBaHne NaLVeHTKM Mo OH-
konporpamMmme. C y4€TOM HEOAHO3HAYHOW KIMHUYe-
CKON KapTuHbl B Buae deHomeHa «BpabaTbiBaHUS»
OVarHo3 mmacteHun Obin MeHee BeposiTeH. Oudde-
peHUManbHbIi AnarHo3 NpOBOOUICA TakXXe C peBMa-
TNYECKOWN NONUMManrnen B CBA3un ¢ Hanmdnem 6oneBo-
ro CuHZpoma B MblLULLaX.

MwnacTteHunyec-

JlaGopaTopHbie U UHCTPYMEHTalbHbie

uccnepoBaHus

B nepwop 12.08-14.08.2019 nposBepeHo nabopa-
TOPHOE 1 MHCTPYMEHTasIbHOe ob6cnegoBaHme.

AHanms kposu. B obLuem aHann3e KpoBu obpallano
Ha cebsi BHMMaHWe HEKOTOPOE MOBbILLEHNE CKOPOCTM
ocefaHns pUTPOLMTOB (80 26 MM/Y Npu peepeHCHbIX
3HadeHusx 10-16), cHmkeHne remornobuHa go 110 r/n
(120-160). AHanu3 KpoBK Ha BUPYCbl UMMYHOAehULIMTA
yenoseka, renatutbl B n C, peakuus Mukponpeuunura-
U — oTpuLarenbHble. Koarynorpamma — nokasarenu
B npepenax Hopmbl. AHanN3 KPOBM HA FOPMOH LLWTO-
BWOHOW >Xenesbl (TMPeoTPOnHbIN ropmoH) 1,40 MKME/Mn
(0,27-4,2). AHann3 KpoBu Ha PEBMOMNPOOLI: aHTUCTPEN-
TonuamH O <50 Ea/mn (Hopma <200), C-peakTuBHbIN 6e-
5ok 30,5 Hr/n (Hopma <5,0). YpoBeHb B KpOBU BUTaMMHA
25(0OH)D 25 Hr/mn (npw nokazatensix 20—-30 Hr/mn — He-
poctaToyHocTb, 30-100 HI/MN — afeKBaTHbIN YPOBEHD).

Anannz mouy. B obliem aHanm3de mo4m 6e3 cylle-
CTBEHHbIX W3MEHeHUn. B 6uoxnMn4eckoM aHanmnse
KPOBU KJIMHUYECKN 3HAYMMble MEeTabonnyeckne wnu
NEKTPONUTHBIE HAPYLLEHNSI HE BbISABASANNCD.

www.clinpractice.ru

PeHtreHorpagus. LLleiHbin oToen No3BOHOYHMKA:
octeoxoHapo3d C2-C7, cnoHounés, CnoHanMNoapTpo3.
[MOACHUYHO-KPECTLOBbIN OTAEN MO3BOHOYHMKA: CTa-
OunbHbIN aHTenucTesd L4 | cTeneHn; oCTEOXOHOPO3,
CNOHAMN0ApPTPO3 MOACHUYHOrO OTAENa MO3BOHOYHU-
ka. TazobenpeHHble CyCTaBbl: MPU3HAaKW TEHAMHO3a
ArOANYHBIX MbILLL.

MaureHTKa OCMOTPEHa PEBMATONIOrOM, YoeauTesb-
HbIX JAHHbIX 3a CUCTEMHOE BOCMNanMTe/lbHOe 3aborne-
BaHWE He BbISIBIIEHO.

CTumynsiunoHHasi aneKTpomuorpagpust (putMude-
cKasi CTUMYNSUUS KPYroBOW MbilLUbl Fia3a 4acToTOM
3 lL): Npy nccnegoBaHU HEPBHO-MbILLEYHON Nepeaa-
4y amnnuTyga M-oTBeTa CHUXKEHa; BbISBNANICA OEKpe-
MEHT aMnnTyabl 8o -44,2%, 4epes 45 MuHYT nocne
BBeneHus [po3epuHa oTMEeYanocb yMEHbLUEHNE fe-
KpemeHTa fo -16,2%. Nocne npoBefeHNsi BbICOKOYa-
CTOTHOM cTumynauun (40 L) BbIABASNCS UHKPEMEHT
amnutygsl M-otBeTa go +70,3%.

C y4€TOM BbISBNEHMST VHKPEMEHTA aMmnanTyabl
M-oTBeTa Ha BbICOKOYACTOTHYIO CTUMYNSALMIO, Hau-
4N MUANITMYECKOro CUHAPOMA MpPEeMMYLLECTBEHHO
B MPOKCMManbHbIX OTAenax n addekTa BpabaTbiBa-
HUS1 (YyMeHbLUEHe BONEBOro CMHOPOMa 1 HapacTaHue
CUNbl B MblLLLAX NMPW NPOOOSIKUTENBHON Xo0abp0e) an-
arHo3 «G73.1* MunacteHnyeckuii cuHgpom JlambepTta-—
WToHa» cTan Hanbonee BEPOSATHbLIM.

OHkooGCcnepgoBaHue

Ona yToYHEeHWs napaHeonnacTU4eCcKOro reHesa
MUacTeHNYeCcKoro cuHgpoma Jlambepta-MToHa npo-
BeOEeHO OHKoObOCneaoBaHme.

KomribloTepHasi Tomorpagusi opraHoB rpyaHoOu
KJETKW: LAHHbIX 3a TUMOMY HEe MOJIy4eHO; o4aroBbIX
N NHPUNBTPATUBHBIX U3MEHEHWI B NErKNX HE BbisiBNE-
HO; OBHapY>XeHbl KOMYeCTBEHHast numdaneHonaTus
CPefoCTEeHNA 1 y370BOe 06pasoBaHWe NeBOW [OJM
LLMTOBUOHOW Xenesbl.

O30¢haroracTponyoneHOCKOMUS: XPOHUYECKUIA rac-
TPOOYyOLEHNT, AyOoAeHOracTpasbHbI PEIIIOKC Xen4u,
TepMUHanbHbIA 330arnT.

KosioHockonusi: QUBepTUKYNés CUrMOBUOHOW KULLI-
Kn 6e3 BoCnanuTesbHbIX USMEHEHWIA.

YnbTpasBykoBoe nccaegoBaHne opraHoB BPHOLLHOM
r10/10CTH: HavasbHble NMPU3HaKN HePOaHMMOCKNEPO-
3a, NPaBOCTOPOHHEr0 HedponTo3a, AUdEY3HbIX 13-
MEHEHWIA NeYeHn, MOAXKENYLOYHOMN XXeNesbl, CUHYCHbIX
KWCT noyek (go 14 Mmm); B aHaMHe3€e XONeLMCTIKTOMUS.

YnbTpasBykoBoe nccae[oBaHNe MOJIOYHBIX XXené3:
NPU3HaKN MENIKON KNCTbI IEBON MOSTIOYHOW XXENEe3bl.

YnbTpasBykoBoe wuccnefoBaHne LUUTOBULGHON XKe-
nesbl. LutoBngHas >xkenesa pacrnono)keHa TUMMYHO,
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KOHTYpPbl HEPOBHbIE (BOSIHUCTbIE), YETKME, NPU FIOTaHNK
NOABM>XHA, Kancyna noumpyeTcs Ha BCEM MPOTSKEHUN.
MpaBas ponsa 23x23x51 MM, neBasi gonst 26x23x55 MM,
CyMMapHbIii 06bEéM 12,9+15,8=28,7 cm® (N max >xeH. —
o 18 cmd); nepelueek 4 mm. CTpykTypa obenx gonel
HeoOHOpPOOHas, MapeHxuma >kenesbl cpepHen (bnmxke
K CMELLaHHOW) 3X0reHHocTu. B nmapeHxume BepxHero
CerMeHTa MpaBoi [0S JIOUMPYETCS MMNEep3aXoreHHast
CTPYKTYpa C YETKOIN 9XO-TEHBIO, Pa3MEPOM OKOSI0 2 MM
(kanbumHaT). B mapeHxume cpegHero cermMeHTa neBow
[JONN NOLMPYETCSA TMMO3XOrEHHOE y30Boe 0bpasoBa-
HMe OKpyrnonm opMbl C YETKUMU, NPENUMYLLECTBEHHO
POBHbIMU KOHTYpamu, HEOOHOPOOHOE B TOM 4uCIe 3a
CHET HaNMyna B CTPYKTYpPE KaNbLUHATOB, C KPOBOTO-
KOM Mpu LBETOBOM [OMMNJIEPOBCKOM KapTUPOBaHUM
Nno CMeLlaHHoOMy Tuny, pasmepamun ~16x12 mm. B na-
PEHXVME HV)KHErO CErMeHTa NEBOV OOSN NouUMpyeTes
rMNO3X0OreHHoe y3/10Boe 06pasoBaHne OKpyrion dhop-
Mbl C YETKUMU, MPENMYLLECTBEHHO POBHbIMY (MECTaMM
00bI3BECTBNEHHBIMY) KOHTYpamu, HEOOHOPOAHOE Mo
CTPYKTYpe, C KPOBOTOKOM MpU LBETOBOM AOMNMIEPOB-
CKOM KapTypOBaHUM MO CMELLaHHOMY TUMy, pasMmepamm
19x15 MM, Backynspusaums napeHxuMbl XXenesbl yme-
PeHHO ycuneHa. PernoHapHble numdoysnbl 6e3 0coben-
HOCTel. 3akJItoHeHne: «OX0-NPU3HaKN y3noBbIX 06pa-
30BaHNIN N1I€BON OONN LUUTOBUOHON >Xenesbl Ha doHe
AP QY3HbIX UBMEHEHNI €€ NapeHXVMbI (MO TUMY TUPEO-
nanTa), yBennyeHns 06bEma LLMTOBUOHOW XKenesbl».

CumHTUrpagus KOCTel ckesaeta: NPU3HaKoB O4aro-
BOr0 MOPa>KeHNst KOCTHOW CUCTEMbI HE BbISIBJIEHO.

LiBeToBOE AOynneKCcHOe CkaHupoOBaHue bpaxvoue-
hasibHbIX apTepuii: aTepoCKIepo3 CO CTEHO3MpoBa-
HVYem MakcumasnbHO fo 35% 6udypkaummn npasoi BHY-
TPEHHE COHHON apTepui.

LiBeTOBOE AyrniEeKCHOE CKaHNPOBaHNE BEH HUXHIUX
KOHEYHOCTE: MPU3HaKy nocTTpomMb0odnebuTniyecko-
ro CUHAPOMa OfHOW 13 ManobepLOBbIX BEH HA YPOBHE
CpepHeln TpeTn 06enx rofneHen ¢ Hanndnem yMepeH-
HOW pekaHanusaummn 1 KnanaHHOW HeAOCTATOHHOCTM.

LiBeToBOE AynneKCHOe CKaHUpOBaHWEe apTepui
HVDKHUX KOHEYHOCTEN: aTepPOCKIepO3 MarncTpasbHbIX
apTepuin co cteHosmpoBaHuem o 20% c obenx CTo-
POH 1 OKKJO3UElN NpaBoi 3afHen 60bllebepLoBOoNn
apTepumn C HaNMM4YMEM B UCTasbHbIX OTAeNax Konnare-
pasibHOro KPOBOTOKA.

OcCHOBHoOW gnarHo3

14.08.2019 6bIn ycTaHOBNEH NpenBapuUTENbHBIN
KNIMHUYeCKuin anarHo3: «G73.1* MnacTeHN4YeCcKunin CnH-
opom Jlambepta-NToHa. CoveTaHHoe 3aboneBaHue:
D44.0 ObpasoBaHue LWMTOBUOHOM >enesbl Heonpe-
OENEHHOro XxapakTtepar.
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MauneHTKa OCMOTPEHa 3HOOKPUHOSIOrOM, OHKOJ10-
roM, NnepeBefieHa B OHKOJSIOMMYeCKoe oTAeneHve Ans
onepaTrBHOIrO SIeYEHUS N YTOYHEHUS AnarHo3a.

20.08.2019 nposepneHa onepaunsi B 06bEME remu-
TUPEOULIKTOMUU CReBa.

LinTonorndeckoe nccaegoBaHme y3/10B0ro obpaso-
BaHus1 1€BOVI OV LMTOBUAHOMN Xe1e3bl: LUTOrpamMmma
nanuinspHOro paka.

laTorucTonorn4eckoe nccneqoBanHye: y3en umeet
CTpOeHne QONNNKYNSPHON adeHOMbl; B CTPOME OTEK
N Pa3BOJIOKHEHWE, YYacCTKN CKNepo3a, KanbLuHaThbl,
no nepudepun grubpos 1 GoKycbl XPOHNYECKOro BOC-
naneHusl, Ha paccTosHUM 3 MM OT y3na HebOosbLUON
y3enoK (ONMKYNSPHON afeHOMbl; B npunexallen
KfleT4yaTke napawmutoBugHas »kenesa. Bropon ysen
NUMEET CTPOEHVE NanuansapHON KapuUHOMBI (MHKancy-
NIMPOBaHHbLI BapuaHT, Kancyna no nepudepun ony-
XOJIN NPOCNEXNBAETCHA HA GOJLLLOM MPOTAXKEHUN, HA
O[HOM Yy4aCTKe NCTOHYEHA), B TKaHW MPU3HaKN CKne-
po3a, rmMannHo3a, KanbLuHo3a. [1pn3HakoB pacnpo-
CTPaHeHNst Ha Kancyny WUTOBUAHOW XXenesbl He 06Ha-
py>xeHo (pT1b). B o6nacTn yyacTka KoniomgHoro smaa
SABJIEHNS MaKpO-MUKPOMDOSINMNKYNSPHOrO 3063, B Ky-
CcoYKax M3 30Hbl koarynsauumn 6e3 onyxonesoro pocTa.
B 30He, NPOLINTON HUTBLIO, TKaHb LLMTOBUAHOMN >Xenesbl
06bIYHOIO MMCTOSIOMMYECKOrO CTPOEHUS U B YKMPOBOM
KJIeTHYaTKe y4acTOK NapalluTOBUOHON XKeNesbl.

20.08.1019 BbICTaBNEH OKOHYATENbHbI KANHUYE-
ckun gmnarHo3: «OcHoBHoe 3abonesaHne: C73 Pak
wutoBuaHon  xenesbl. T1bMONO. OcnoxxHeHus:
G73.1* MuacTteHnyeckuii cuHgpom JlambepTa-l/ToHa».

MporHos

23.08.2019 nauuneHTKa B yOOBNETBOPUTENBHOM CO-
CTOSIHMN BbINUCaHA N3 OHKOMOMMYECKOro OTAEeNeHNs
cTaumoHapa nopg ambynatopHoe Habto4eHE OHKOJI0-
ra, HeBpoJora, aHgoKpuHonora. B ganbHelwem B cTa-
umMoHap He noctynana. MNpu 6naronpuUATHOM TEYEHN
3ab0neBaHnsi BO3MOXXEH PEerpecc HeBPOJSIOrM4ecKom
CUMNTOMATUKN B CBA3N C papunkalbHbIM yoaneHnem
NCTO4YHMKA OMyX0oseBoro pocTa.

OBCY>XXOEHUE

Takum 06pasoM, y 60SIbHON BbISBIEH MUACTEHNYE-
CKUI NapaHeoniacTu4ecknin cuHapom Jlambeprta-MTo-
Ha, YTO MOCHY>XUJI0 NOBOAOM AN MPOBeAeHns J006-
CnefoBaHns MO OHKOMPOrpamme u crnocobCcTBoBasio
BbISIBJIEHUIO paka LUMTOBUAHOW >Xenesbl C Nnocnepyto-
LLIei onepaumen (NeBOCTOPOHHSAS TUPEOUASKTOMNS).

OCOBEHHOCTLIO  MPELCTABNEHHOMO  KIMHUYECKO-
ro cry4asi SIBNSIETCS OMUCaHWe MUACTEHNYECKOrO
cuHgpoma JlambepTta-ToHa npu pake WUTOBUOHOM
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xenesbl. Mpu Hannyum y naymeHta cnaboctv U Mu-
anrn4eckoro CUHApPoMa, NPeUMyLLECTBEHHO B MPOK-
CuUMasbHbIX OTAENax, 4alle B HMXXHUX KOHEYHOCTSX
N Ta30BOro nosica, a Takxe addekTa «BpabaTtbiBa-
HUs» (YMeHbLleHne 60neBoro cMHgpomMa M HapacTa-
HMEe Cusbl B MbILLLIAX Npu xonpbe) cnegyeT NpoBOAUTb
anddepeHumanbHblil - ANarHO3 € MUACTEHUYECKUM
cuHgpom JlambepTta-ToHa. OCHOBHbIM [uUarHoCTu-
YEeCKMM KPpUTEPUEM OAHHOIrO CYHOPOMA SABASETCA CTU-
MYNSLMOHHAs anekTpomuorpadusa [ns  BbISBIEHNS
WHKPEeMeHTa amnanTyapl M-oTBeTa.

MwnacTteHudecknin  cuHgpom  Jlambepta-ToHa
BCTpevaeTcs nuilb Y 3—4 Yyenosek Ha 1 MUNMOH Hace-
nenus. Mo paHHbiM AL CaHagse u coasrT. [5], COOTHO-
LEeHVe MYXXYMH U XXeHLMH cocTasnseT 1,5:1. YacTtota
BbISABJIEHNS ONYX0IM Y BOSIbHBIX MUACTEHNYECKM CUHL-
pomom JlambepTa-lMIToHa COCTaBnsET, COrnacHo AaH-
HbIM pPa3HbIX aBTOPOB, OT 52 0o 75% [6, 7] 1 AOBOSILHO
4acTO aCCOLMMPYETCHA C MENKOKIETOYHbIM PaKoM nér-
Kux [8-10], nosTOMY paccmaTprBaeTCsi Kak onyxosieBas
hopma napaHeonnactTuieckoro cuHgpoma. OyeHb pea-
KO CMHOPOM pasBuBaEeTCs Npu OMNyXOnsAX APYromn joKa-
Jm3aumm: Tak, HanpumMep, onmncaH npu 0CTPOM JIENKO3e,
pake ANYHUKOB, OMYXOMW MOYEK, PETUKYNOCapKOME,
3nokadecteeHHon Tumome [11]. OcTanbHble opMbl
UMEIOT HEOMyXONeBYIO 3TUONOMUKO, HO MPU 3TOM CBS-
3aHbl C CYLLECTBYIOLMM B OpraHnu3me ayToMMMYHHbIM
pPaccTPONCTBOM (ay TOUMMYHHas opmMa).

OTmeyvaeTCs, 4TO aHTUTENA K NOTEHLMaN3aBMCcMbIM
KanbUMEBbIM KaHanam  (@aHTU-MOTEeHLMan3aBrucMble
KanbLMeBbIE KaHarbl) MOryT ONpeaensaThcs Uy 60SbHbIX
C peBmarovgHbiM aptputom [12, 13], 60KOBbIM amuo-
TpOohn4eCcKM CKepo3oM [14], cnCTeMHON KpacHoW
BonyaHkon [15] n gp. OnddepeHumansHyo guarHocTu-
Ky MPOBOAST TakXXe C MUACTEHMEN rpaBnc, 60NE3HbBIO
LLlerpeHa, nonMMmosnToM, PEBMaTougHON Muanrmen,
MuUonaTuen 3HOOKPUHHOIO UM MEeTabosIMYeCcKoro re-
He3a. leHeTndeckn obycnoBneHHas AedeKTHOCTb Mo-
TEeHLMaN3aBUCUMbIX KasbLMEBbIX KaHanoB OTMeveHa
TakXXe Mnpyv MUaCTEHUM U NapPOKCM3MasibHOM napanu-
ye [4]. B Hawewm cny4ae B cBsi3M ¢ 605MK 1 CnaboCTbio
B MbIWLAX MPOKCUMANbHbBIX OTOENOB KOHEYHOCTEN
nposoauncs anddepeHumansHbIi AnarHo3 ¢ pesmaru-
4yeckoil nosmmMmuanruen. o gaHHbIM CTUMYNSLMOHHOWN
anekTpomMmnorpadun  BbISIBAIEHHBIN UHKPEMEHT ((heHo-
MeH «BpabaTbiBaHNs») aMINTYAbl yKa3blBaET Ha NPECK-
HanTU4YeCcKoe HapyLLeHre NPOBEOEHWS, YTO XapaKTePHO
OJ15 MMacTeHn4eckoro cuHgpoma Jlambepra-MToHa.

CnenyeT OTMETWUTb, YTO Mpu 3TOM 3abonesaHun
MOryT OTMe4aTbCs cnabocTb 1 60aM B MblwLax, ans
KOTOPbIX XapakTepHa foKanu3auus npenmMyLLecT-
BEHHO B MPOKCUMMAalbHbIX OTAENax HOr 1 MbllLax Ta-
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30BOro nosica, 4YTo0 OTMEYanocChb y Halwen nauneHTKK
N SBUIOCH NPUYMHON rocnuTanusaummn 1 ganbHenwero
obcnepoBaHns. [aHHbIi CUHOPOM MOXET ObITb Npesa-
BECTHMKOM OHKO3aboneBaHus (3a 2-5 ner).

3AKJTKOYEHUE

[narHocTvka MuacTeHW4eckoro cuHgpoma Jlam-
6epTa-/ToHa 0653aTensHO NoAgpasyMeBaeT CKPUHVHE
Ha HaNM4Me OHKONOrMYEeCKOro NpoLecca, YTo No3Bonsi-
€T BbISIBUTb €ro Ha paHHel cTagum 1 He3amepnuTeNb-
HO Ha4aTb NeYeHne, NONOXKMTENBHO BANSS HA MPOrHO3.
Kpowme Toro, cnefyet noHMaTb, YTO MUACTEHUYECKNI
cuHgpoMm JlambepTa—-l/IToHa OKa3biBaeT 3HAYUTENbHOE
BAMSIHME HA KA4eCTBO XXMU3HU NauneHTa, No3ToMy Bark-
HO YMETb CBOEBPEMEHHO AMArHOCTUPOBATb U MPOBO-
[OUTb COOTBETCTBYHOLLIEE NIEYEHNE [AHHOW NaToNorum.

OONONMHUTEJIbHAA NHO®OPMALLASA

Bknag aBTopoB. E.B. XOXeHKO — KOHUENUus,
pegaktupoBaHue; E.C. KunapucoBa — pepakTupo-
BaHue; A.Jl. Bayninuesa, V.B. JlapyHa — KIMHUYECKOe
obcnepoBaHne, obcyxpeHne pesynsratos, C.C. [pu-
ropbeB — HanucaHue pykonucu; S.LL. Masmogosa —
npoBefeHne (yHKUMOHaNBHOW AMarHOCTUKW. ABTOpbI
NnoATBEPXXOAT COOTBETCTBME CBOEr0 aBTOpCTBa Me-
XayHapogHbiM kputepusam ICMJE (Bce aBTopbl BHECN
CYLLECTBEHHbI BKNaA B pa3paboTKy KOHUenuum, npo-
BELleHVe NCCNeoBaHNs U NOArOTOBKY CTaTb, NPO4N
1 opo6punn hrHaNbHYHO BEPCUIO Nepe nybnmkaumnen).

Author contribution. E.V. Khozhenko — study
concept, manuscript editing; E.S. Kiparisova —
manuscript editing; A.L. Vaulicheva, LV. Larina —
conducted a clinical examination of the patient,
discussion of the results of the study S.S. Grigoriev —
manuscript writing; E.Sh. Mavlyudova — performed
functional diagnostics (electromyographic study).
The authors made a substantial contribution to
the conception of the work, acquisition, analysis,
interpretation of data for the work, drafting and revising
the work, final approval of the version to be published
and agree to be accountable for all aspects of the work.

UcTtouHuk cuHaHcupoBaHusa. liccnegosaHve
n nybnvkauus CcTaTtbW OCYLLECTBJIEHbI HA JIMYHbIE
cpefcTBa aBTOPCKOro KoNeKTrBea.

Funding source. The study had no sponsorship.

KoHtnukT nHTepecoB. ABTOpbI AEKIAPUPYIOT OT-
CYTCTBIE ABHbIX 1 MOTEHLMANBHbIX KOH(JIMKTOB UHTE-
PeCcoB, CBs3aHHbIX C NybnKaumen HacTosILLEN CTaTby.

Competing interests. The authors declare that
they have no competing interests.

105

2023

Tom 14 v:3



NHdopmupoBaHHoe cornacue. OT nauneHTa no-
Jly4EHO MUCbMEHHOE [OBPOBOJIbLHOE MHPOPMUPOBAH-
Hoe cornacue Ha nybnukauuo B >XypHane «KnunHu-
Yyeckasi nMpakThKa» OMUCaHWS KIMHWYECKOro cry4as,
BKJIHO4asi UCMONb30BaHNE €ro MegUUUHCKMNX OaHHbIX
(pesynsTaToB 06CNEe[oBaHUSA, NeYeHns 1 HabntogeHns)
B Hay4HbIX Uensax (gata nognucanns 30.08.2019).
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