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MuacmeHuueckuii cusgpom Jlambepma-Mmona Ha thone 6epemeHHocmu
C pa3Bumuem mpaH3umopHoro MuacimeHu4ecKoro cuippomMa
HOBOPOMKACHHOIO
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Konmarxmor: Hamanvs Heanosna Illlepbakosa shnata@inbox.ru

IIpedcmasneno ynuxaavhoe Kaunu4eckoe HabaiooeHue meveHus: HeNapaHeonAdcmu1ecK020 aymouMMyHHO20 MUACMEHUHECK020 CUHOPOMA
Jlambepma—HUmona y 6oavHoti 24 aem na gone bepemennocmu. Ha npomsicenuu éceit bepemennocmi, pooos u paruezo nocaepooosoeo
nepuooa 60AbHASL NPUHUMANA CMAOUABHYIO HEMOOUPUUUPOBAHHYIO (PApMAKOMePanuro, 4mo no3604:110 HAOAI00AMb «<HAMYPANbHOe» me-
ueHue Hep8HO-MblueyHo20 3a6onesanus. [lepsviit mpumecmp bepemenHocmu npomekan 6e3 yXyouleHus: co CMopoHbl MUACMEHUYECK020
cunopoma. C cepedunvt 11 mpumecmpa (19—20-5 Hedens bepemenrnocmu) u éecv 111 mpumecmp, énsoms 0o podos, cocmosinue 60AbHOU
VAVHULANOCY: YBEAUHUBANACH CUAA NPOKCUMANHBIX MbLUUY, KOHEYHOCMEN U HAOA0AAAC, NOA0HCUMENbHASI OUHAMUKA OCHOBHBIX NAPAMEMPO8
HepeHO-MbluleuHol nepedauu. Poder nacmynuau 6 cpok, npomexanu 64a20N0AYYHO Yepe3 ecmecmeeHHble podogvle nymu, 6e3 crabocmu
p0o0osbix cun. Poduncs kaunuuecku 300pogulii maadeney myxcckoeo noaa, maccoii meaa 2970 e, pocmom 52 cm (7/8 6arnos no wikane
Aneap). Oonaxo Ha 2-e cymiu JCU3HU Y HOBOPOICOCHHO020 OblAa OMMeUeHa OMpULamenbHas OUHAMUKA 6 8Ude PA3GUMUS MbLUEYHOU 2U~-
NOMOHUU, YeACAHUsI HEOHAMANbHBIX pehaeKcos, cAabocmu cocanusi, InU30006 ANHOI, 4O NOMPedo8ano nepegodd Ha 30H0080e NUMAHUEe
U NPOBeOeHlUs: HeUHBA3UBHOL KUCA0POOHOL noddepicku. Hepero-mbiuieurbiil OepeKm HOBOpoNCOeHHO20 umen mpaH3umopHblii Xapakmep u
peepeccupogan 6 meuenue 5—7 Onell Ha (hoHe 66edenus 6 ympeHHue uacst 20 me npedHu30n0Ha napeHmepaivHo. Pebenok Ovin évinucan ¢
NOAHBIM 80CCMAHOBACHUEM DYHKUUL HePBHO-MblueyHOU cucmembl Ha 13-ii dendb dcusHu Ha epyOHOM 6cKapmausanuu. Bekope nocae podos
Y Mamepu yeeautunacs cAabocms NPOKCUMANbHbIX MblUY HO2 U PYK, YXYOUUAUCH NOKA3AMeNU HePEHO-MblUle4HO20 NPOBEeOeHUsl.

To ananoeuu c muacmenueti 0OHAPYICUBANOCH CXOOCBO BAUAHUS OEPEMEHHOCIU HA MeHeHUe MUACMeHUYecKo20 cunopoma Jlambepma—
HUmowna: 1) yaynuwenue Hepero-moiuieurno2o cocmosuus 6o I1—I11 mpumecmpax Gepemennocmu; 2) coxpaumenue cnocooOHocmu K pooam
uepes ecmecmeeHHble podosvle nymu; 3) omcymcmeue npU3HaKkos namoa0cuu HOBOPOICOeHHO20 Npu podicoenul; 4) omcmasanue Ha cymku
Dpaszeumusi mpaH3umopHo20 HeOHAMAAbHORO MUACMEHUYECK020 CUHOpOMA; 5) nocaepodosoe yXyoduleHue cOCMOAHUS Mamepu, YCUIUBao-
weecst Ha ore epyoOHO0 8CKAPMAUBAHUSI.

Karoueevie caosa: muacmenuueckuii cundpom Jlambepma—HUmona, mpan3umopHulii HeOHAMAAbHbLI MUAcmeHu4eckuil cunopom Jlamoep-
ma— Hmona, mpan3umophas HeOHAMAanbHAs MUACMEeHUsl, AYMOaHMUmMena Kk NomeHyuan3asucumsim KaiblyuesvlmM Kanaiam, 6epemeHHoCms,
PO0bL, nocaepodosoe yxyouieHue COCMOosHUsL MamepU, HepBHO-MbluleyHas nepedaya, HU3KoUacmomHas pumMu4eckas CUMYyasiyusl, @blco-
Kovacmomuas pummuteckas cmumyanyus, M-omeem

Lambert Eaton myasthenic syndrome and pregnancies with the development
of transient myasthenic syndrome in newborn

N.I. Shcherbakova, G.T. Gurkina, L.F. Kasatkina, V.A. Rudnichenko, O.1. Galkina,
V.V. Shvedkov, 1.G. Retinskaya, E.V. Pavlov, A.A. Shabalina, M.V. Kostyreva
Research Center of Neurology, Russian Academy of Medical Sciences, Moscow

Letus present a unique clinical case course of autoimmune non paraneoplastic myasthenic syndrome of Lambert—Eaton on the back-
ground of pregnancy, in the 24 years old patient, with a 3-year history of the disease. Throughout the pregnancy, birth and early postpar-
tum period, patient was taking a stable unmodified drug therapy, which allowed observing "natural” course for neuromuscular disease.
The first trimester of pregnancy proceeded without deterioration of the myasthenic syndrome. From the middle of the second trimester
(19—20 weeks gestation), and the entire third trimester until parturition, the patient’s condition for neuromuscular disease has improved,
which was accompanied by an increase in strength of proximal limb muscles and the positive dynamics of the basic parameters of neuro-
muscular transmission. Deliveries came on time, preceeded safely through vaginal delivery, without weakness of generic forces. There
was born clinically healthy male child, weighing 2970 g, growth of 52 cm (7/8 Apgar score). However, on the second day in the newborn
was marked negative dynamics of muscular hypotonia, extinction of neonatal reflexes, sucking weakness, episodes of apnea, which re-
quired tube feeding and non invasive oxygen support. Neuromuscular defect was transient in character and resolved within 5—7 days
with administration in the morning hours of 20 mg of prednisone parenteral. The child was discharged with full recovery of function of
the neuromuscular system on the 13th day breastfed. Shortly after birth the mother appeared in a state of negative dynamics: the in-
creased weakness of the proximal muscles of the legs and arms, deteriorated parameters of the neuromuscular conduct.

By analogy with myasthenia there appeared the similar influence of pregnancy on the Lambert Eaton myasthenic syndrome: 1) improvmem
of the neuromuscular disease in I1—111 trimester of pregnancy, 2) intact ability to birth vaginally, 3) no evidence of neuromuscular disease
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in newborn at birth, 4) one day delay in the development of transient neonatal myasthenic syndrome, 5) postpartum mothers deterioration

that increases while breastfeeding.

Key words: Lambert— Eaton myasthenic syndrome, transient neonatal Lambert— Eaton myasthenic syndrome, transient neonatal myasthe-
nia gravis, voltage-gates calcium channel autoantibodies, pregnancy, labor, postpartum mothers worsening, neuromuscular transmission,
low-frequency repetitive stimulation, high-frequency repetitive stimulation, CMAP (compound muscle action potential), M-response

BseneHue

B ocHoBe MmacTteHHMuecKoro cuHapoma Jlambepra—
Hrona (MCJIN) u MuacTeHUM Jiexxat 2 IPOTHBOITOCTaB-
JICHHBIX APYT IPYTY B CUHAIICE Te(heKTa HepBHO-MBIIIICY-
Ho#t mepemaun (HMII), mpe- M TMOCTCMHANITUYECKUIA
COOTBETCTBEHHO, KOTOPHIC OOBECIAMHSCT ayTOMMMYyHHasI
MPUPOJA TTATOIOTUYECKUX TTporieccoB. [Tarorenes MCJIIN
00YyCIIOBJIEeH HapyIlIeHWeM KBaHTOBOTO BBIICICHUS arle-
TIJIXOJMHA W3 TPEeCMHANTUICCKON MeMOpaHbl aKCOHa
BCJICZICTBHE ayTOMMMYHHO# arpeccun ayroantutesd (AT)
(Ig xmacca G), HampaBJIeHHBIX TPOTUB MOTCHIINAT3aBH -
cUMBIX KablieBbIx KaHatoB (I13KK) B ocHOBHOM THTIOB
P/Q u N, uTo BBI3BIBaCT HapyIIeHUE CEKPEIINN HelipoMe-
nuraropa [1-6].

OCHOBHOI1 TTATOTEHETUIECKOI MUIIICHBIO TSI aHTUTENT
IIPU MUACTEHUU SIBJISTIOTCSI HHKOTUHOBBIE alleTUIXOJMHO-
BBIe perienTopbl (AXP) mocTrcmHanTHIecKoit MeMOpaHbI
ITOTIEPEYHO-ITOJIOCATOM MBIIIIIBI, YTO IIPUBOAUT K Iy~
Ty AXP n/nnmm mopaxeHuio (PYHKIIMKM UX MOHHBIX Ka-
HAaJIOB M, KaK CJICACTBHUE, — Me(PEeKTy peleTINy alleTHIIXO-
sgmHa [1, 2, 6-8].

B omimmume oT MuacTeHuM, HamboJIee YacTo Imopaxa-
OIIIei JKEHIITUH B PEIPOAYKTUBHOM ICTOPOTHOM TIEPUOIIE
JKM3HM, KOTIa BEPOSITHOCTH OEPeMEHHOCTH OYeHB BRICOKA,
MCIJIN npeobGnagaer cpenu MyxuuH (60 %), cpeaHuii
BO3pacT neboTa MPUXOAUTCS Ha 58 JIeT, T03TOMY Clydan
o6epemenHoctr ipu MCJIU HocAT eMMHUYHBIN XapaKTep
M HEIOCTATOYHO MCCIIeq0BaHkI |3, 9—14].

OrmmcaHHOe HIDKE KIMHIYeCKOe HaOII0AeHIE TIPEIO-
CTaBIISICT YHUKAJBbHYIO BO3MOXHOCTh Ha KOHKPETHOM
npumMepe n3yduth TedeHne MCJIN Ha poHe OepeMeHHO-
CTH ¥ POIOB, TIPOBECTH AHAJIOTUIO C MUACTEHUEH 1 COTIO-
CTaBUTb COOCTBEHHBIN OITBIT C TaHHBIMU MHPOBOI1 JIUTE-
paTyphI.

Kaunuueckuii cayuaii. Ilayuenmxa Y., 24 ktn, crassn-
CKOIl HAUUOHAALHOCIMU, 0K0A0 3 1em HabA00aemcsi 8 Hay4Ho-
Koncyavmamuernom omoensenuu PI'BY HIIH PAMH c duae-
HO30M. aymouMmyHHblll Henapaneonsacmuueckuit MCIIH.
Obpamunacs énepeavie ocenvro 2010 e. ¢ scarobamu Ha caa-
boCcmb 8 HUJICHUX KOHEUHOCMSAX, 3ampyoHeHue npu xoodvbe u
npu nodseme N0 CMYNeHbKam, cAabocmy 8 NPOKCUMANbHBIX
omaodenax pyK, cyxocmos 60 pmy (nuuiy npuxoo0usocs 3anuéams
U3-3a Mano20 Koauuecmea carowubl), 3anopsl. Kpome moeo,
becnokouau onyuieHue 6ex, 3nuU300bl 080eHUS, HAPYUICHUS
Jcesanus U pedu, 3ampyoHeHUs npu eA0MmaHuu, carabocms 6
MbIUUAX CRUHBL U Wel CO CBUCAHUEM 20/108bl U U3MEHeHUeM
ocarku. 3abonena 6 ageycme 2010 e. 6 6o3pacme 20 1em nocne
NnepeHeceHHOl aHeUuHbl, K020a 00pamuna 6HUMAHUe Ha NoYmu

00H08peMeHHOe BO3HUKHOBeHUe CAAD0CMU 8 NPOKCUMANbHBIX
0maenax Hoe, Cyxocmu 80 pmy u 3ampyOHeHULl NpU 2A0MAaHUU.
B meuenue caedyrouux 3 mec npouzouwina eeHepanu3ayus
npouecca ¢ npucoeduHeHuem Opyeux 6blUlenepetiucAeHHbIX
cumnmomos. Ilepenecennvie 3a601e6anus: demckue uHgpex-
yuu, pedxue OPBHU, uacmoie cayuau awneunst. CemeiiHblil
aHamHe3 OMs20WeH OHKOAOUHeCKUMU 3a001e8aHUAMU NO
MamepuHcKol AUHUU: PaK dceayoka y omua mamepu, pax
20pMAHU U Ne2K020 y 050U Mamepu, paK APIMoll KUWKU Y
npababywku mamepu.

Heeponoeuueckuii cmamyc, okmsbps 2010 e.: neeocmo-
POHHULL NOAYNMO3, Ne2KUll HApylCHblI oghmanbmonapes ¢
dunaonueil npu 83easde 6 cmopousl. Hucmaema nem. Jluyo
cummempuuro. Mumuueckas caabocms — 3 banna. Heouyro
3aHasecky Hanpsieaem y0081emeopUmenHo, 2040C 38y HHbl.
Thomanue 3ampyoneno u3-3a Hedocmamka cAlOHbL, NULLY
3anugaem. A3vlk — no cpednell AUHUU, NOOBUICHOCMb He
oepanuvena. CHudCeHUe CUAbl 6 MblUUax-ceubamensix
weu — 3 banna. Carabocms 6 0enbmosuoHo, mpexenasoi u
deyenasoll mvluiyax pyk — 2 6a41a; CHUICeHUue Cuabl 8 pas-
eubamensx kucmei pyx — 2—3 banna. Crabocmo 6 nosicHu4-
HO-N008300UWHBIX U Yemblpexenasuix movluyax 6eopa — 2u 3
oansna coomeemcmeenno. C mpydom ecmaem co cmyaa 6e3
noMowu pyK, UCNOAb3Yem «<muonamuveckue npuemol». He
MOdcem camocmosmensHo noonamscs ¢ kopmouek. Cyxo-
JcuNbHble peghaeKcyl Ha pyKaxX U HO2aX He B8bl3bl8AIOMCH.
Kaunuueckuii cumnmom «8padamul8aHus» NOAOICUMENb-
HbLI: omMmeuaemcs «odcusaeHue» pedhaexcos nocae 10-ce-
KyYHOHOU Haepy3ku. TIpoeodHuko06oil cumnmomamuxu, 4ye-
CMBUMENbHBIX U KOOPOUHAMOPHBIX HAPYUIEHULL He BblSI8AEHO.
bBecnokoam cyxocms cAu3UCMbIX NOAOCMU DA U KOJICHBIX
HOKPOB08, 3aN0pbl.

Ilpu Henpsmolil pummuneckoi cCmumyasiyuy 0eabmoguo-
HOUl u omeodsweil V nanrey Kucmu mMuvluly PAGoil pyKu 8bis6-
AeHvl munuunsle Hapyuwenuss HMII npecunanmuueckoeo
muna, xapakmepHtoie 011 MCIIH: 1) chuncenue 1-eo M-om-
gema 6 deavmosuonoi moiuye — 1,36 mB (Hopma > 4,5—5
MB), 6 moiuue, omeodsweil V naney kucmu, — 1,9 mB (Hop-
ma > 5 mB); 2) pasnomepnsiit dekpemenm M-omeema npu
Huzkouacmomuoi cmumyaayuu (3 umn/c) — —32 % 6 obeux
mouiuyax,; 3) unkpemenm M-omeema nocae MaKkcumManbHo20
MblULeUHORO YCUAUsL 8 NEPUO0 HOCIMAKMUBAUUOHHORO 004ee-
uenus 6 0eabmosuoHoli moiuiye — 4,82 mB (354 %) ¢ dexpe-
menmom npu cmumyasyuu 3 umn/c — —34 %; unkpemenm
M-omeema 6 motuye, omeodsueil V nanrey kucmu, npu 8bi-
cokouacmomnoi cmumyasyuu (190 cmumynog ¢ wacmomoii
40umn/c) — 9,26 mB (487 %), ¢ nocaedyrouum dexpemeHmom
npu cmumyasayuu 3 umn/c — —47 %.
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Ilpu ueonvuamoil snexmpomuoepaguu Yemolpexeragoi
Mbluybl 6edpa u 0enbmosUOHOU MbliYbL PYKU CNPABA CPEOHSs
O0aumensHOCMb NOMeHuuanos dsueamenvuvix edunuy, (I11E)
ovira ymenvuiena Ha 41 % (6,2 mc npu nopme 10,5 mc) u 33 %
(6,7 mc npu nopme 10,0 mc) coomeemcmeenno. Cpednss u
maxcumanvnas eeauvunvl IL/[E 6 uemvipexenagoii moiuiye
ObLAU He3HaUUmMenbHo nosviutervt (660 mk B npu Hopme do 600
mMKB u 1532 mxB npu nopme 1000— 1300 mx B coomeemcm-
6€HHO), 8 0eAbMOBUOHOI Mblullje — NPAKMUYEeCKU HOPMAAbHbL
(550 mk B npu Hopme do 600 mx B u 1136 mx B npu Hopme 1000—
1300 mxB coomeemcmeenno). Koaunecmeo noaugasmoix IIE
6 uemvipexenagoil mviuye dedpa cocmasuno 20 %, 6 deavmo-
euonoii — 10 % mvuuywbt npu Hopme 0o 5 % oas Kaxncooil
Mbluysl. B paccrabnennvix moluiyax evi16451aco CHOHMAHHAS
akmuseHocmbs (6 Hopme He @visgasgemcs): 10 nomenyuanog
Quopunrauuil (IIP) u 3 noroxcumenvHovie ocmpole 801HLL 8
yemoipexenagoil mvluye 6edpa, 2 I1D 6 deavmosudHoil moiui-
ye. Takum obpazom, 6 06eux MblULAX BbIAGAAAUCH NPUSHAKU
meKyue2o nepeutHO-Mbliie4H020 npoyecca, bonee gblpadcet-
Hoeo 6 muiuiye Hoeu. Ilapamempor IIJIE 6viau 3nauumensHo
VMeHbULeHbL U U3MEHEeHbL N0 MbLULeUHOMY MUNY, 8 Mbliile Hoeu
BbISIBASNCA MUONAMUYECKULL NAMMEPH.

PaduoummyHonoeuueckoe ucciedoatiie 8via6Un0 NOBble-
Hue 6 coleopomie Kposu konyenmpauuu AT k [I3KK P/Q-mu-
na — 157,0 nmonv/n (Hopma < 40 nmonv/n). Ummyrogpepmenm-
Hblil GHANU3 He BbIABUI @ CHIBOPOMKE KPOBU NOBbLUUEHLS MUMPA
AT k AXP mouuypt — 0,43 umonv/n (Hopma < 0,45 umonwv/n).
Pezyavbmamer onKonoucka, ekarovaroujiie KOMNbIOMEPHYIO mMo-
Moepaghuro opeanos epyOHOl KAemKU, UMMYHOOUOXUMUYECKOe
uccnedosanue OHKOMapKepos (HelipoHCneyuuuecKoli SHoAa3bL,
PaK08020 IMOPUOHANBHOR0 aHmuReHa, a-pemonpomeuna, CA 19-9,
CA 12-5, SOX1-6enka), He 0bHapyHCUAU NPUBHAKOB OHKOA0UYe-

a 0

CK020 3a00n1e8aHUs. IMO NOOMEepICcoano Henaparneoniacmuue-
cxuil aymoummyHHbiil éapuanm MCIIH y 60abHoIl.

Tlayuenmka ne omeemuna Ha CUMRMOMAMUYECKYIO
mepanuro (KAIUMUH, HellpoMuout), HedoCmamo4Ho omped-
2uposana Ha MOHOMEPAnUio 2a0KOKOPMUKOCMePOUOaMu.
OmHocumenvHoll KoMneHcayuu y0aroco 0ooumocs Ha QoHe
KOMOUHUPOBAHHOU UMMYHOCYRPECCUBHOU mepanuu: mMemu-
nped 64 me uepes denv + candummyn neopan 200 me/cym.
C secnvt 2012 2. naznauena noddepicugarowjas 003a memi-
npeda 32 me uepes OeHb Ha (hoHe cMabuAbHO20 NpUemMa CaH-
JummyHa Heopana 6 doze 200 me/cym.

B uauane oxkmsops 2012 e. 6oavnas oopamuaace 6 PIBY
HIIH PAMH no nosody bepemernocmu cpokom 4—6 Heo.
B césa3u ¢ ycenanuem podums pebenka 6 mepanuro nayueH-
MKU ObLAU BHECEHbL USMEHEHUsL: OMMeHeH npuem CGHOUMMYHA
C YHemom pucka NOMeHyUaAbHO20 MepamozeHHo20 ghgdekma
npenapama. /lanee, na npomsdcenuu éceii bepemMeHHOCmU,
p00os u 1-20 mecauya nocaepodosoeo nepuoda 60AbHASI NPU-
HUMana cmabuabHyr 003y HemMoOUDUYUPOBAHHOU apmako-
mepanuu — memunped  0ose 32 me uepes 0eHb, YMmo no360-
540 HAOAI00AMb OMHOCUMENbHO eCecmeeHHoe meueHue
MCIIH.

Hesponoeuueckuii cmamyc, oxkmsops 2012 e. (I mpumecmp
bepeMeHHOCMU): RMo3a U 21a3008U2AMENbHbIX HAPYUEHUL Hem.
Mumuueckas cnabocms peepeccuposana. byavbaproeo curdpo-
ma Hem. Cuna 6 mvluyax weu goccmanognena. Coxpansemcs
cnabocmob 8 0enbmosUOHOI, Mpexanasoil u 08y21a680i MblUILAX
PYK — 3—4 6anna; cHudiceHue cunvl 6 pazeubamensix Kucmeil
PYK — 3—4 6anna, noscHUMHO-N008300UHBIX U YeIMblPexXeNasbiX
Mbluyax Hoe — 2—3 banna. Tlpu ecmasanuu co cmyaa u kopmo-
ueK ucnoavzyem <muonamuueckue npuemols. CyxodcunvHole
peqhrexcel 6 pykax — HU3KUe, 8 Ho2ax — He ebi3biearomcs. Om-

6 e

Puc. 1. Foavras V., 24 rem, 36—37 ned bepemennocmu: a — ne ommeuaromes Nmos, 0goerue, cAabocms MUMUKU, CUAA 8 MbIUUUAX Uleu 60CCMAaHOBACHA,
obujee camouysecmaue y0oeaemeopumensvtoe; 0, 8 — cuia 8 0eAbmoBUOHbIX, 08Y2NABbIX, MPEX2NaBbiX, MPANEUUEBUOHBIX MIUUAX 80CCIMAHO8AEHA, NAUUEH-
mKa 6e3 3amemHoe0 ycuaus nooHumaem u yoepyucueaem 6oaee 1 mun pyku nod yeaom 90° (6) u 180° (8); e — coxpansemcs carabocms 6 NPOKCUMANbHBIX
MbIULAX HOZ U MA306020 NOSICA, NAUUEHMKA 8CIAEM ¢ KOPMOo4eK, ONUPasc Ha PyKU
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Puc. 2. Hosopoxcoennuiil, 7-e cymiu scusznu. Illenamaemces ¢ nucomenHo2o
coenacus mamepu

Meuaemcsi yMeHblUleHUe CYXOCMU CAU3UCMbIX 000104eK U 80C-
CIMAaHoBAeHUe Pe2YAsPHO0 CIYAA.

Co Il mpumecmpa (19—20-s nedeas), geco 111 mpumecmp,
61n10mb 00 p0008, OMMeUAN0C CIMAOUAbHOE YAYHUIeHUe COCHIO-
saHus 60avHoll 6 omHowenuu MCJIH (puc. 1).

Bedenue bepemennocmu u podog ocyuecmensnocy no
mecmy scumenscmea. Ha 35—36-ii nedene bbin ycmarnosaen
0uaeH03 XpOHUYEeCKOll hemonaayeHmapHoli HedoCmamo1Ho-
cmu, no n0goady 4e2o NAyUeHmKa npouaa Kypc aevenus. Poosi
Hacmynuau Ha cpoke cecmauuu 39—40 ned, npoxoduau uepes
ecmecmeeHHble podosvle Nymu, npomeKany 641a2o0nony4Ho, be3
00NOAHUMENBHOI CIUMYASIUUU, MAK KAK cA1a00Cmi pOO0BbIX
cun He 6b110. ObUas NPOOOANCUMENLHOCb POOOE8 COCIABUAA
10 u 40 mun. Ilepuodvt podog: 1-it— & u 0 muH,
2-11 — 24 30 mun, 3-11 — Oy 10 mun. Jnumenvrnocmo 6e3600-
Ho2o nepuoda cocmasun 2 4 30 mun. OKk040n100HbIE 800bL
cgemble, 8 ymepeHHom Koauvecmee. Jlnuna nynosunst 50 cm,
obsumue 60kpye uleu Hemyeoe, npuKkpenienue nynoeuHbl —
obonoueunoe. bepemennocms pazpeuiunacs poycoenuem Kau-
HUuYecku 300p0802o MaadeHya myxicckoeo noaa (7/8 6ainos
no wikane Aneap, macca meaa 2970 e, pocm 52 cm, okpydic-
HOCcmb 2010661 34 cm, okpyycHocms epyou 32 cm). CocmosiHue
HOBOPOJICOEHHO20 NPU PONCOEHUU PACUEHUBANOCH KAK Y008~
nemeopumensvhoe. O0nako yice 8 Hauase 2-x cCymok JHcU3HU
Y HOB0POIICOEHH020 OblAa OMMeUeHa OmpUyamenbHas Ouna -
MUKa.

Pe3yavmamot ocMompa HeOHAMoA02OM HA 2-e CYMKU JcU3-
HU MAadeHya: pebeHoK Gsblil, He NOOMAUBAEMCsl, MblULeUHAS
2UNOMOHUsl, nepuoduxeckoe cxoosujeecs Kocozaasue. Ommeua-
emcsl bbicmpoe yeacanue pymuHHbIX HEOHAMANbHBIX PepaeKcos.
Kpux ocaabnen, poxcox ne cocem. Bo epems ocmom-
pa ommeteH U300 ANHOI, CAMOCIMOAMeNbHOe ObIXaHUe 80C-
CMAaHasAuBaemcs nocie MaKmuabHOU CMUMYAAYUL; YUAHO3
HOC02yOH020 mpeyeoavbHuKa, akpoyuanod. Yacmoma cepoeu-
HbIX cokpaujenutl 42—50 yo/mun. Haceiwenue eemoenobuna
kucaopodom (Sp0,) 94—99 % c donoanumenshoii domayueil
0,. Pmo nompebosano nepesoda pebenka na 30H0060e numa-
HUe U NpogedeHuUs: HeUHBA3UBHOI KUCAOPOOHOU NOOOepIICKU.
Heonamanwhuiii muacmenuveckuil cuHOpom pezpeccupogan

6 meuenue 5—7 Oneil Ha ghone egedenusi ¢ ympennue uacol 20
Me npedHu3010Ha napenmepanvho (puc. 2). Pebenok obia bi-
nucan na 13-ii OeHb JHCUBHU C NOAHBIM B0CCMAHOBACHUEM
@yHKUUIl HepeHO-MblieuHOl cucmembl, maccoll meaa 3290 &
(¢ npubaskoit 330 ¢ ¢ momenma poxicoeHus:), HA ePYOHOM
eckapmausaruu. OOHAKo 6 cOCMOAHUU Mamepu nocae pooos
Ha ¢hoHe KopMAeHUsl NOSIBUAACH OMPULAMENbHAS. OUHAMUKA:
VBeAUMUAACh NPOKCUMANbHAS CAAOOCMb MbLULY, HO2 U PYK, YMO
006eKMUBHO NOOMBEPICOANOCH PE3KUM YXYOUleHUeM COCMOs-
Hus HMII (puc. 3—5). /s npedomepauienus danvretiuieco
npoepeccuposanus yxXyouleHus CcOCMOsHUs mamepu, 0Obiaa
nodaenena AaKkmayusl, MAAOeHya a0anmuposa K UCKyccm-
BEHHOMY BCKAPMAUBAHUIO, 4 NAUUeHMKe yeeauuena 003a Me-
munpeda 0o 48 me uepes denv. Ha momenm Hanucanus cma-
mou: pebenky 4,5 mec, pannee pazgumue coomeemcmeyem
803PACMHOIL HOpMe, NPUBHAK08 HePEHO-MblUleuH020 3a001e6a-
Husi He eviaeasiemcs. Cocmosnue mamepu 6 OMHOWEHUU
MCIIH cmabuausuposanoce.

AHanu3 n3yueHus TedeHust 0epeMEeHHOCTH U POJIOB Ha
¢done MCJIM um yacToTa pasBUTUS TPaH3UTOPHOTO
MCIJIN, no naHHBIM 3apyOeKHBIX AaBTOPOB U 110 pe3yiIbTra-
TaM OMMCAHHOTO CJTy4asi, IPEICTaBIIeHbI B TAOTUIIE.

06cy:xpeHue

Ceronns nedrotr MCJIM B geTOpoIHOM BO3pacTe y
JKEHIIIMH He SBJSETCS CTOJNb OOJNBIION PENKOCTHIO, UTO
TIOBBIIIACT BEPOSATHOCTb OEPEMEHHOCTH TP 3TOM 3a00-
JIeBaHWH 1 00YCJIOBIMBAET aKTyaJTbHOCTh N3YUYCHUS 3TOU
npobaemsl [9, 11—14]. Coobmenust o Hauaae MCJIN B
MOJIOIOM 1 IETCKOM BO3pacTe BCTPEUAIOTCS B IUTEPaType
Bce yaie [9, 14—16]. B cBsA3u ¢ 3TUM BBIAEJISIOT 2 MUKA
3aboneBaemoct mpu MCJIN: monoxe 30—40 u crapiie
50 et, 9TO OTYACTH HATTOMUHAET IMATTePH MUACTCHUH, HO
nMeeT MPUHIUITHATLHO MHOE TTATOTeHETHIeCKOe 3HAUC-
nue [1, 3, 7, 10]. ITatorene3 MCJIU ¢ Hauamom 3a0ojeBa-
Hug 1o 30—40 net, Kak mpaBuiIo, He CBSI3aH C HEOTUIaCTU-
YeCKOM MPUPOIOiA, B TO BpeMs Kak nmebroT mocie 50 et
ACCOLIMUPYETCS ¢ MEJTKOKJIeTOUHO# KapumHoMoii (MKK)
serkux (80—90 % ciyuyaeB) U B PEIKMX CIIydasix ¢ APyrUMU
Heorutasusimu [1-3, 5, 10, 17, 18].

HecmoTpst Ha mpuHsITOE pasmeleHHe OOJIBHBIX C
MCIJIU Ha 2 rpynisl — napaHeoIIacTUUeCKMA 1 HeTlapa-
HEOTIIaCTUICCKUIA, 00a 3TH COCTOSTHUSI MMEIOT €IUHYIO
ayTOMMMYHHYI0 ripupoay [1, 2, 5, 6]. AT k [I3KK P/Q- u
N-tunos BeisiBsiiorest y 75—100 % 6oabHbix ¢ MCJIIA,
couerarommmcs ¢ MKK nerkux, n'y 50—90 % — y nmaun-
€HTOB 0e3 TPM3HAKOB HEOIUIACTMYECKOIO ITOpakKeHUs
[2—6, 17].

B 1enmoM ayromMMmyHHBIE 3a00JIeBaHUS HE CTOJb
penKue I MOJIOIBIX SKeHIIIMH IeTOPOIHOTO Bo3pacTa [8,
12, 19, 20]. MHOTOYMCIIEHHBIC TaHHBIC TTOATBEPKIAIOT,
YTO TeYCHHUE PA3TUUYHBIX ayTOMMMYHHBIX 3a00JIeBaHUIA
Ha ¢doHe OepeMEeHHOCTH MMeeT MHoro obmero. Tak,
yayudiieHue u pemuccuu y nauueHTok Bo 11 u 111 Tpume-
cTpax OEpeMEeHHOCTH OIIMCHIBAIOT IIPU PacCeSIHHOM
CKJIEpO3e, PEBMATOMITHOM apTPUTE, CUCTEMHOM KpacHO
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Amnaumyoa M-omeema 2,9 mB (nopma 4,5—5 mB), naowads 4,6 mé * mc,
daumenvrocms 4,3 mc. Jexpemenm — —31%.

Amnaumyoa 1-eo M-omeema 3,06 mB, amnaumyoa 190-e0 M-omeema
7,2 mB, unkpemenm amnaumyows 190-20 M-omeema (235 %).
Amnaumyoda 1-eo M-omeema 6 nepuod nocmmemanu4ecko2o oonec4eHus
(IITO) (ykazano cmpenkoii), cocmaeuna 6,7 mB (219 %), dexpemenm
M-omeema 6 nepuod I1TO — —58 %.

Puc. 3. Pummuueckas cmumyasyus moiuiysbl, omeooaujeli musuney (n1oxkmeeoii Heps), I mpumecmp, okmsabpy 2012 e.: a — wacmomoii 3 umn/c;

6 — uacmomoii 40 umn/c

a

Amnaumyda M-omeema 3,5 mB (nopma 4,5—5 mB), naowaoe 5,97 mé * mc,
daumenvrocms 6,5 mc. Jexpemenm — —23 %.

6 —

Amnaumyoda 1-eo M-omeema 3,7 mB, amnaumyda 190-e0 M-omeema
7,2 mB, unkpemenm amnaumyowt 190-e0 M-omeema (194 %). Amnaumyoa
1-20 M-omeema 6 nepuod I1TO (ykazano cmpeakoii) yseauuunacy 0o
9,0mB (234 %), oexpemenm M-omeema 6 nepuoo I1T0O — —47 %.

Puc. 4. Pummuueckas cmumyasyus Moluiybl, omeoosueli musurey, (nokmeeoii Hepe), 111 mpumecmp, maii 2013: a — wacmomoit 3 umn/c; 6 — wacmomoii

40 umn/c

a

Amnaumyoa M-omeema 1,5 mB (nopma 4,5—5 mB), naowaow 2,36
M8 * mc, onumensrocmo 5,9 mc. Jexkpemenm — —28 %.

0

Amnaumyoda 1-eo M-omeema 1,7 mB, amnaumyda 190-e0 M-omeema
5,1 mB, unkpemenm amnaumyowvt 190-20 M-omeema (300 %). Amnaumyoa
1-20 M-omeema 6 nepuod I1TO (yxazano cmpenxoii) cocmaguna 4,2 mB
(247 %), dexpemenm M-omeema ¢ nepuod I1TO — —66 %.

Puc. 5. Pummuueckas cmumyasyus moludibl, 0meoosujeli Musuney (10Kmesoil Hepg), uepe3 mecsy, nocie podos, uroav 2013: a — wacmomoii 3 umn/c;

6 — uacmomoii 40 umn/c

BOJTUYAHKE, THPEOTOKCUKO3¢ M MUKCEIEMe, a TAK:Ke MUa-
crerun [19, 21].

HecMoTpst Ha TIpOTMBOIIOCTABICHHOCTh B CHHAIICE
nedpexroB HMIT mpu muactrenun 1 MCJIU, BnionHe 3aK0-
HOMEPHO OXHUAATh OIPENCICHHOTO CXOICTBA TCUCHUS
9TUX 3a00eBaHNit Ha (poHEe OepeMeHHOCTH. B MHOTOUYM-
CJICHHBIX MCCIICA0BAHUSIX IIOKA3aHO, YTO TCUCHUE MUACTE-

HUU B 3TOT IIEpUOJ HETIPEACKa3yeMO: 3a00IeBaHIE MOXET
BIIEpBBIC MaHN(DECTUPOBATH Ha (pOHE OEPEeMEHHOCTH, TIPU
yKe cchopMupoBaBIIIeiics 00JIe3HN TIPOSIBUTHCS YXYIIIE-
HUeM B | TpuMecTpe 1 mocsie poioB, BILUIOTh 0 Pa3BUTUS
MHMACTeHUYECKNX KPU30B, a TaKKe BBI3BATh COCTOSHUE
noiHou win yactuuHoit pemuccuu Bo 11 u 111 Tpumectpax
[8, 20—23]. Nudopmaunss o BIUSIHUU OepeMEHHOCTHU
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Xapakmepucmuku meuenus bepemeHHOCMU, PO008, KAUHUYECKUE NPOSI8ACHUS HEPEHO-MbIUEYHOU NAMOA02UU HOBOPOJICOCHHbIX Y Mamepeil
¢ Henapaneonaacmuueckum MCJIH no danHbim aumepamypul u agmopos cmamou

Bospacr marepu, Jier:

XapakTepucTHKY Te4eHus1 GepeMEeHHOCTH M POJIOB MATePH

Ha MOMEHT JiebioTa
25 30 11 30 20
MCIIU
Ha MOMEHT Gepe- 34 u 36
D 30 35 34 24
MEHHOCTU (11Be 6EPEMEHHOCTH)
Tepanus matepu ¢ Metunnpenuu-
MgJII/I B neplfon e 30113}1[[ A3zatuonpuH Kanumun 3.4-JIATT MeTtuanpeaHu-
3,4-TAIT 3,4-JATL ? 30JI0H
MEHHOCTHU Kanmumun
Jleuenue mo
U206 1 TTOBOJLY TOKOJIN
TIOBOJ1Y TIPEX/IEB- Y Jleuenne XOH
TeueHue GepeMeHHO- . . 31Ca ¥ MPexIeB- M
peMeHHbIX poioB  bes ocioxxHeHnit  O6e 6epeMeHHOCTU 0e3 OCIOKHEHU I Ha 35—36-i1 He-
cTH " PEMEHHBIX POJIOB
Ha 33-ii Henene . JieJie TeCTalui
Ha 24-i1 Henene
recTalumn
TecTalmn
BaruHanbHble
POIBI BaruHanbHbIe KecapeBo ceue- BaruHanbHbIe
PonopaspernieHue BaruHanbHbIe poibl, HOpMa
C MCTIOJIb30BaHMU- pObI, HOpMa HHe POz, HOpMa
€M MIMIIIOB
XapakTepucTHKH HOBOPOKIEHHOTO
Bo3spacr recranuu, Hex 34 40 39 (1-e pomsr), 40 (2-e pombr) 36 40
IlIxama Anrap 8/9/9 ?/10/10 Her nannbIx 8/8/8 7/8
pH mynoBuHbI 7,36 Her nanHbIx Her nanHbIX 7,31 Her nanHbIx
Msrkuii pe-
" BeipaxkeHHast
Jlerkast Mbley- CITUPATOPHBII
MBILIEYHAs THITO-
Hasi TUIIOTOHUS, JIUCTPEeCC-CUH-
TOHUSI, BSUIOCTb,
MOJIHOCTBIO JIPOM, MbIILIeYHAast
JMHAMUYHOE KO-
paspemmBIIascs TUTNIOTOHUA,
TTocTHatanbHBIC corjasue, Hapy-
Hert B TeUeHUe 3 Hel. HeoHartanbHas TPYIHOCTU KOPM-
CUMIITOMBI Y HOBOPOX- HET CUMIITOMOB LICHUSI TJIOTAHWSI,
[TpoGaem co MHOEKINSI JIGHUSI, STTU30/1bI
JIEHHOTO SIU30/IbI ATTHO3.
CTOPOHBI KOpMJIe- Opanukapanu.
Perpecc B Teue-
HUS (TJIOTaHUS) CamocTosiTeNb- .
" Hue 5—7 nHel Ha
M IbIXaHUST He HBIi1 perpecc
¢oHe BBeneHUS
BO3HHUKAIO 0e3 JIeueHUs B
" MPEIHNU30JI0HA
TeYeHUue 5 nHeil
TH MCJIN He BbisiBlIeH ? He BbisiBieH TH MCJIN TH MCJIN

Ilpumenanue. [[umupyemcs ¢ 0onoaHeHuem XapaKmepucmux OnUCaHHo2o asmopamu cmamou cayyas no Reuner U., Kamin G., Ramantani G. et al.
Transient neonatal Lambert— Eaton syndrome. J Neurol 2008;255(11):1827—8. Coxpawenus: 3,4-JIAIl — 3,4-0uamunonupudunsi; XOH — xponuue-

ckas gpemonnayenmaprasn Hedocmamounocms, TH MCIITH — mpan3umopHbLii HeOHamanbublii muacmeru4eckuii cunopom Jlambepma— Hmona.
. ________________________________________________________________________________________________________________________________________________|

Ha MCJIW orpanndeHa BBUAY PEIKOI BCTpPEYaeMOCTH
camoro 3aboseBanus (1—9 Ha 1 MJIH HacelleHUsI) U YHH-
KaJIbHOCTBIO ciydaeB OepemeHHoctn npu MCJIMN [3,
11-14]. B 1 nccaepoanum ommcan aedior MCJIU Ha
MMO3THUX CPOKaX OEPEeMEHHOCTH C POXICHUEM peOeHKa
0e3 TIPU3HAKOB MATOJOTUHM W JATBHEUIITUM Pa3BUTHUEM Y
MaTtepu HemapaHeorutactudyeckoro MCJIU [9]. Becero B
3apy0eXKHOI TUTepaType MbI HAIIUIM OIMCaHKUE 5 clTyJaeB
o6epemernHocty Ha hore MCJIU [9, 11—14]. ABTOpEHI OITH-
CBIBAIOT JIOCTATOYHO POBHOE 0€3 2K3alepOalnii 1 peMIC-
cuii TedeHUe 3aboneBaHUA Ha (hOHE OCPEeMEHHOCTU U
POIOB, OOJIBIIIE aKIIECHTUPYIOT BHUMAHME Ha BO3MOXXHOCTH
pa3BUTHS TpaH3UTOPHOTrO HeoHaTanbHOTO MCJIN. B Ha-

IIIeM cJryyae MBI HaOIroganm 00j1ee OTIYSTIMBOE CXOICTBO
C MUacTeHMel: ctabwiuzauuio u yiaydieHue Bo II—III
TPUMECTpPaX M MOCIePOIOBOE YXyallleHre. XOTsI Ha3BaTh
peMmccHeil cocTosTHMEe 00TBHON Ha TIO3MHMX CpoKax Oe-
PEMEHHOCTH MBI HeE BIIpaBe, IOCKOJBKY COXpaHSJIach
BBIpakeHHAasI CJIA0OCTh B IPOKCUMAJIBHBIX OTIIEIaX HOT, B
TO K€ BpeMsI IIOJTHOCTHIO BOCCTAHOBUJIACH CHJIA B IIPOKCH-
MaJIbHBIX MBIIIIAX PYK, a TAKKe HAOIOMAINCh OTYCTIIM -
BBIC ITO3UTUBHBIC U3MeHeHMs XapakTepa HMII mpn Ar3-
KO- 1 BBICOKOYACTOTHOI CTHMYJISIIIMK JIOKTEBOTO HEpBa.
Mexy TeM Ha IIPOTSDKEHUH BCeli OepeMEeHHOCTH 1 TIOCITe
POIIOB ITPU PUTMHUYECKOM CTUMYJISIIINI COXPAHSIICS XapaK-
TepHBIN 2yeKkTpodusmonornyeckuit marreps MCJIU ¢
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KJIaCCHMIEeCKON Tpmamoii: 1) yMeHbBIIEHHE aMIUIMTYIbI
CyMMapHOTO MOTeHIIMAaNa AeiicTBUs — M-0TBeTa; 2) me-
KpeMeHT M-oTBeTa mpW HU3KON YacTOTe CTUMYJISIINU
(3 mMmr1/c); 3) UHKpeMeHT M-0TBeTa IIp1 BHICOKOI 9acTo-
Te cTuMyJsian (40—50 mmrr/c) wam mocie 10-ceKyHIHO-
ro MaKCUMAaJIbHOTO MblliegHoro ycvus [1, 2, 7, 10, 24,
25]. I1pn puTMUYECKON CTUMYJISILIMKA Ha 36—37-i1 Hepmelre
OTMeYaJIoCh yBeandeHrne M-0TBeTa He TOJIBKO IO aMILIH-
Tye, HO 1 TI0 TUIOIIAAN U JUIMTEIBHOCTH, YTO YKA3hIBAJIO
Ha UCTMHHOE BKJTIOYCHME paHee 3a0JJOKMPOBAHHBIX MbI-
IIEYHBIX BOJIOKOH B pab0oTy MBIIIIIBL. Kpome Toro, rmepBhIit
M-0TBeT B MEpPUON ITOCTTETAHMYCCKOTO OOJIETUYCHUS
(ITTO) 3HAUMTETEHO TIPEBHIIIA TTOCICTHII OTBET B TETa-
HUYECKOU Cepru, 9TO SIBJISIIOCh HECOMHEHHBIM TTOJIOXKH-
TETBHBIM ITPU3HAKOM CHHAIITUIECKOTO PEMOICTMPOBAHNS
Ha (hOHE TTO3THUX CPOKOB OEPEMEHHOCTH C YIIyUIIeHUEM
MEXaHU3MOB ayTOCEKPeIINN HelipoMearaTopa 1 Bo3pacTa-
HHEM KOMIIEHCATOPHBIX BO3MOXHOCTEM MBITIIIEL. Put™Mm-
yecKasl CTUMYJISIINS SIBJISIACh BaXKHBIM ITTOJICTIOPhEM B
00BEKTUBHU3AIINHN TTOCTICPOIOBOTO YXYIIICHNUS Y OOTHHOIA.
Tak, HapacTaHue cJIa0OCTH B MPOKCUMAJIBHBIX OTAENIaX
KOHEYHOCTEI COMPOBOXIAIOCH PE3KUM YMEHBIICHUEM
AMILTATYABI ¥ THTOIIaay M-0TBeTa, yBeJIMICHUEM CTEIICHI
«BpabaTBIBAaHUST» TIPU BBICOKOYACTOTHON CTUMYJISIIINN U
cHIXKeHreM 1-ro M-otBeta B iepuop I1TO, yTo yka3biBa-
JIO Ha BO3pacTaHME YMcia 3a0JIOKMPOBAHHBIX MBIIIICUHBIX
BOJIOKOH, YXYIIIICHNE MEXaHU3MOB CEKPEIINH MeIraTopa
1 CHIKEHME KOMIICHCATOPHOTO TTOTEHITMAJIA MBIIIIIIHL.

B 5 13 6 U3BECTHBIX HA CETOMHSIIHMI IeHb CyYasix,
B TOM UHMCJIe ONTMCAHHOM HaMU, BeICHUE POIOB OCYIIIECTB-
JISUTOCh Yepe3 eCTeCTBeHHBIC pomoBhie ImyTH [9, 11—14].
M3BecTHO, 4TO MyCKyJIaTypa MaTKH He TIOIIepeIHO-TI0JI0-
carasi, a MMeEeT TJAAKOMBIIICYHYIO TIPUPOMAY, MBIIIIIBI
MaTKM HE TOpaXarTcs HU TPU MHUACTCHUU, HU ITIpU
MCIJIN, nostomy 1-g cTagus pomoB He HapyiiaeTcs. Bo
2-1 cTaguy POIOB BOBIICKAIOTCS ITOIIEPEYHO-TIOIOCATHIC
MBIIIIIBI, TTO3TOMY MOKET Pa3BUBAThCS CIA0OOCTD U B Psizie
cJIy9aeB HeOOXOaMMa ITIOMOIITh, KOTJIa BO3MOXKHO MCITOJIb-
30BaTh IIWIIBI U BaKYyMHYIO 3KcTpakuuio [8, 19—21].
IIpoBeneHre KecapeBa CEUEHUS COIPSDKEHO C PUCKOM
YXYIOIICHUS] COCTOSTHUS Ha (DOHE BBEICHMS aHECTECTUKOB,
ITO3TOMY 3TOT METOH POIOpa3pelIeHUs] UCIOIb3YeTCS Y
6onmbHBIX ¢ MuacTeHueir 1 MCJIU TONBKO TIpU HATMYUU
aKyIepcKnx nmokasanuii [19—21].

BaxxHoii 0cOOEHHOCTBIO TeUeHUSI OEPEeMEHHOCTU ay-
TOMMMYHHBIX OOJTbHBIX SIBJISICTCSI BO3MOKHOCTD TPAHCILIA-
HeHTapHoi nepegaun AT oT MaTtepu K Iuiony. ABTOPBI
o0OpalaloT BHUMaHUe Ha TO, 4TO mpumepHo y 10—35 %
JIeTei, pOKIEHHBIX KeHIIMHAMMY, CTPaIaOIIMMKA MAACTe-
HUEH, pa3BUBaeTCs TPaH3UTOPHASI HCOHATAJIbHAS MUACTE-
Hust (THM), BcrrencTBre 1acCUBHOM TpaHCIUIALIEHTAPHOM
nepegaun AT k AXP ot marepu K 1iony [8, 19—21, 26—
28]. INepenarormecst OT MaTepX aHTUTEIA BO3ICUCTBYIOT
Kak Ha (peranbHbie AXP (a,Byd), Tak 1 Ha 3peibie (a,Boe)
dopmbI perieniTopoB rutona. MccenoBarensaMu mokas3aHo,
4yTO ¢ 14-i1 Hemenm BHYTpUyTpoOHOTO pazsutust M-PHK

HAuMHAET IKCIPEeCCUpPOBaTh CyOBETUHUILY € BMECTO .
OkoHuaTe bHasT 3aMeHa y Ha €-CyObeTUHUILY U TpeBpa-
meHne 6oabIMHCTBA (eTanbHBIX (opM AXP B 3pesbie
pelenTopkl 3aBepiiaeTcs K 33-it Hepene rectaunu [28]. o
CHX TIOp HESICHO, TIOYeMY B psifie CayJaeB TpaHCILIAIlCH-
TapHO TIepealoIInecsT aHTUTEe A IPEUMYIIIECTBEHHO BO3-
JEHCTBYIOT Ha SMOPUOHAIBHYIO Y-CyObeqUHUILY (heTaThb-
HbIX AXP, BbI3bIBasi BBIpaXXKEHHYIO BHYTPUYTPOOHYIO
TUTIOKWHE3WIO TUIOAA, YTO HapyllaeT pa3BUTHE HEPBHO-
MBIIIIEYHOTO ariapaTa, CyCTaBOB 1 COWICHEHMIT (HEpPBHO-
MBIIIICYHBII OPTaHOTeHE3) M MPUBOOUT K TSKEJIBIM ap-
TPOTPUIIO3aM Yy IeTe, pOXKICHHBIX OT MaTepeit, OOJTbHBIX
muacTeHuei [28—31].

B 10 ke Bpems maHHBIE O BEpOSITHOCTH TPaHCILIAIICH-
TapHoit iepenaun AT x TI3KK 1 prcke pa3BuTus TpaH3U-
TopHOro HeoHaTaabHoro MCJIW B nutepatype BechbMa
MIPOTUBOPEYNBHIL. P51 aBTOPOB, HE 0OHAPYKMB B CHIBOPOT-
Ke MJIaJieHLIeB, poxkIeHHbIX oT Matepeit ¢ MCJIU, AT k
TI3KK, BBICKa3aM TIPEAITONOKEHNE O TOM, UTO OTCYTCT-
Bue AT y HOBOPOXIEHHOTIO MOXKET OBITb OOYCIOBJIEHO
HU3KUMU TUTpamu y matepu [6, 13]. OgHako, eciu mmpo-
BOIUTH aHAJIOTUIO C MMACTCHMIA, TI0 TaHHBIM IPYTUX HC-
clemoBaTeliei, IToKa3aHO OTCYTCTBHE Tapajuieid MEXIy
TuTpoM MatepruHcKuX AT K AXP 1 BeposITHOCTBIO pa3BU-
st THM [19, 21, 28]. EcTh u apyras rurioresa, CorjacHO
kotopoit AT x TI3KK He MoryT JIeTKo repeaaBaThCs uepe3
mraueHTy [13]. M HakoHell, 3-e mpeaIoaokeHne 3aKiIo-
YaeTcsl B TOM, UTO JIaXKe MPU TOCTaTOIYHOM ypOBHE TIepe-
nmaHHbIX TpaHciutaneHTapHo AT k I13KK HeoHaTambHBIN
MCIJIN MoxXeT Tak M He peaiM30BaThbCcs M3-3a CJIaboit
9KCIIPECCUM AHTUTCHOB-MUIICHEH Y HOBOPOXKIECHHOTO
[11, 13, 14].

Tonbko B 1 cityyae aBTOpHI MPEACTABUIN YOSOAUTEIb-
HBIII IpUMEp Pa3BUTHSI TPAH3UTOPHOTO HEOHATATHLHOTO
MCIJIN ¢ BBICOKMM YpOBHEM TpaHCIUIalleHTapHO Iiepe-
nmanHbIX anturen K [13KK, aro Koppenanposaao ¢ Mare-
PUHCKUMMU TUTpamMu [12].

B Hamrem ciygae MbI He IMeIH BO3MOXKHOCTH MCCTIC-
noBaTh KoHeHTpanuio AT k II3KK y HoOBopoxXaeHHOTO,
OTHAKO Ha 2-¢ CYTKM KM3HU MJIaICHIIA Pa3BUJICS HECOM-
HEHHBbIV HEPBHO-MBIIIEYHbIN T1e(PEKT C «KIACCUYECKUMU»
OposiBIeHUsIMU, cxoxXumu ¢ THM, B Bume MblllIeqHOM
TUTIOTOHWU, BSIJIOCTH, HAPYIICHUM TJIOTAaHUS U IBIXaHUS,
OTUHAMWYIHBIMUA TIa30BUTATEIbHBIMU HapYIICHUSIMH |8,
19-21, 26, 27]. bnarormnonydHoe pa3pelieHre HeOHATAIb-
HOro CUHApOMa B TeueHue 5—7 mHeil Ha (poHe Tepanuu
MPETHNU30JI0HOM TTOATBEPXKIAIO ayTOMMMYHHBIN XapaKTep
TPaH3UTOPHOTO IIpoIiecca.

PaszBurre pemuccuy mpu ayTOMMMYHHBIX 3a00I€BaHM -
SIX, 0COOEHHO BO 2-11 TIOJIOBUHE OEPEMEHHOCTH, CBSI3bIBa-
[OT ¢ U3MEHECHHEM TOPMOHAIBLHOTO (POHA, IMOBBIIICHUEM
ypoBH:I a-deronporenHa (ADPIT). ADII BeipadaTbiBaeTCs
CHavajla B XXEJITOYHOM MeIIIKe, a 3aTeM, HauWHas ¢ 5-U
HeJeI BHYTPUYTPOOHOTO Pa3BUTHSI, B TICUCHM 1 JKEITyIO09-
HO-KHWIIIEYHOM TpaKTe IO, CTPYKTYPHO OH CXONIEH C
aTbOYMIUHOM U BBITIOJTHSICT B OPTaHU3Me TJI0[a aHAJIOT Y-
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HbIe (DYHKIINH: TIpeAoXpaHeHNe TI0ga OT UMMYHHOM ar-
peccuu MaTepUHCKOTO OpraHM3Ma, CBSI3bIBaHIE MaTePUH-
CKUX 3CTPOreHoB U ap. [21, 22, 26, 32]. C yposueM ADII u
SCTPOTECHOB CBSI3BIBAIOT (DIIFOKTYAIIMIO TCUCHUS ayTOUM-
MYHHBIX 3a00JieBaHMii Ha (hoHe OepemeHHOCTH [7, 21, 22,
26]. Conepxxanne ADII B KpoBU MaTepy HaYMHAET Hapa-
crath ¢ 10-i1 Hemem 6epeMeHHOCTH, MaKCUMaTbHAsT KOH-
LieHTpanus onpenensercs B 32—34 Hen, B JajbHeWIIeM
YPOBEHB €TO0 TTOCTETICHHO CHIDKACTCS K MOMEHTY POXKICHUST
JIOCTUTAsT HOPMaJTbHBIX 3HAUCHUIT B3POCIIOTO YestoBeKa (<
10 Mr/7) K TIepBOMY Tomy >ku3HU. [1o maHHBIM psiga uccie-
JoBaTelIeil, BBeIeHNE aMHUOTUYCCKOM KUIKOCTHU C BBICO-
kM ypoBHeM ADIT KpbicaM B 3KCTIIEpUMEHTE TIPeIOTBpa-
1IaJTO pa3BUTHE KCIIEPUMEHTAIbHOM MyuacTeHun [32, 33].
IIpennonararot, yto ADPIT KOHKYypUpyeT B CUHATICE C Ma-
TEPUHCKUMU aHTUTEIAMU, HE Ta€T UM BO3IEWCTBOBATh HA
CBOM MUIIICHH, BBITECHSIA MX B MeprpepuIecKyi0 KpOBb
[33]. B akcniepumeHTax MmokKa3aHo, 4To cBsi3biBaHne AXP
sMOpuoHa ¢ AT marepu OJIOKHUPYeTCsT B IPUCYTCTBUU aM-
HUOTUIECKOU XKMIKOCTU 300POBOI XXESHIITUHBI X O0TbHOMU
muacTtenueii [32, 33]. «3ammra» ADIT 00bsICHSIET pa3BUTHE
HEOHATAJIbHON MWACTEHWU TOJIBKO ITOCJIE POIOB, KOTIa
KOHIICHTpALIVS TPaHCIUTAlIEHTapHO nepeHeceHHBIX AT erre
BbIcOKasI, a ypoBeHb ADIT HaunmHaeT cHKaThcd. Takum
o0pa3oMm, HecMOTps1 Ha Bbhicokuii TuTp AT K AXP y HOBO-
POXIECHHOTO, TOCTaTOYHBIN ypoBeHb ADIT MoXeT HUBE-
JIMPOBaTh CHMIITOMBI MUACTEHUM TIPU POXICHUU, HE
cllygaiiHO 4yacTo mepBble npuzHaku THM mnosiBasiiorcst
yepe3 HeCKOJIPKO YaCOB WIIM JaxKe THEH IMocyie pOXKICHMS,
B cBs3u co cHikennem ADII B arot riepuon [22, 26. 32].
KoroueByro poiib B pa3BUTHH TPAH3UTOPHBIX CUHIPO-
MOB Y JIeTeil, pOKIEHHBIX OT MaTepeli, CTpamaloIInX ayTo-
WUMMYHHBIMH 3a00JICBAHUSIMU, UTPAECT OTCYTCTBUE B ChI-
BOPOTKE HOBOPOXICHHBIX B TICPBBIC THU (HEAEIN) XXU3HU

cobcTBeHHBIX MMMYyHOTI00yMHOB G (IgG), Tak Ha3bIBa-
eMas (pu3MoIoTnYecKasi aramMmmariooyiuHemus. CUHTe3
9HAOTeHHBIX IgG 1 ApyTUX UMMYHOTIO0YTMHOB HAYMHA-
eTcs y MJIaieHIIa ¢ 3-1 HefeIn KU3HHU, KOTIa OHM ITOCTe-
TIEHHO BBITECHSIOT MaTepuHcKue IgG, KoTopsie, B CBOIO
odepelb, K 9TOMY TIEPHUOAY PACXOMYIOTCS, UYTO COBMAmaeT
TI0 BPEMEHU C PErpeccoM TPaH3UTOPHBIX HEOHATATbHBIX
cuHapoMoB [8, 20, 21]. He ciyyaiiHo B AByX ONMCaHUSX
TpaH3UTOpHOTO HeoHaTtanbHOro MCJIM oTtMmeuaeTcs ca-
MOCTOSITEJIPHOE pa3pellleHrne HEOHATaTbHOTO CUHIpOMA
0e3 MeIMKaMEHTO3HOTO BMeIIaTeIbcTBa K OKOHYAHMIO
TEePBBIX 3 Hed XKU3HU mutaaeHnes [11, 12].

B mpencraBmeHHOM HaMM Cilydyae OOHApY:KUBAJIOCh
CXOICTBO TEUECHUS OEepeMEHHOCTH IIPU MMACTCHUU U
MCIJIN: ynyuiieHne B TeUEHUM HEPBHO-MBIIIIEUHOTO 3a-
6oneanust Bo 1I—I1I TpuMecTpax; crtocOOHOCTH K pogam
Yepes eCTECTBEHHBIC POIOBBIC ITyTH; OTCYTCTBHE ITPU3HA-
KOB HEPBHO-MBIIICYHON TTaTOJIOTUN Y HOBOPOXKICHHOTO
TP POKICHUH; OTCTaBJICHHOE HA CYTKU Pa3BUTHE TPaH-
3UTOPHOTO HEOHATATbHOTO MUACTEeHNIECKOTO CUHIIPOMA;
TIOCJIEPOIOBOE YXYIIICHNE COCTOSTHUS MaTepH, YCUITBA-
fo1reecst Ha poHe TPYTHOTO BCKApMIIMBAHUS.

OpnHoI 13 1iesieit HacTosIIEe paboThI OBUIO ITOKA3aTh,
yto MCJIM, KaK MMacTeHMSI U ApyTrie ayTOMMMYHHBIC
3a00JIeBaHUS, HE SIBIISICTCST IIPOTUBOTIOKA3aHUEM IS O¢-
peMEHHOCTH U pomnoB. OgHAaKo, HECMOTPSI Ha 0JIarOIoJTyd-
HBII B 1IeJIOM MCXOJ B HAIlIeM CJIydae, HEOOXOIMMO TTOM-
HUTh O HEIPEeACKa3yeMOCTH TCUYCHMS ayTOMMMYHHBIX
HEepBHO-MBIIICYHBIX 3200JIeBaHMiT Ha (hOHE OepeMEHHOCTH
[21], pucke yxymmeHus B I TpuMecTpe 1 mocie poaoB 1
BEPOSITHOCTH Pa3BUTHUSI TPAH3UTOPHOTO MUACTEHUUECKO-
ro CMHIpOMa y HOBOpOXIeHHOro. [IpeomosneTs Bce 3T
TPYIHOCTHA MOXKHO TOJBKO COBMECTHBIMU YCUIUSIMU He-
BpPOJIOTOB, aKyIIepOB-TMHEKOJIOTOB 1 HEOHATOJIOTOB.
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3a6. omaoeneHuss NAMoA02UU HOBOPOJICOEHHBIX U HeOOHOUWEeHHbIX 0emell, HEOHAMOA0RY @blculell Kame2opuul
Kk.m.H. H.I1. Bopucoeoii, neonamonoey FO.H. Heanoeoil — 3a évicouaiiuiuii npogeccuoHanu3m u Koa1e2uanbHoChy
npu eedeHuu podog u nocaedyouiee Habar0eHue 3a PeOeHKOM, a MaKiIce NOMOULb 8 NOAYHeHUU MeOUUUHCKOU uHpopmayuu,

Heo0Xx00umoil 0451 ONUCAHUSL OAHHO20 CAYHAS.



