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Jlumbuueckmit sHuedpanmt (J19) — peakmit HeBPONOTUYECKMIt CUHAPOM, B BOMILLIMHCTBE CyHaEB MMEeT NaPAHEONNACTUYECKYIO NPUPO-
Ay, OBHAKO B MOCNeAHee BPeMs HOKOMIEHO BOMbLIOE YMCIO HABMIOAEHNH MAMONATMHECKOrO AyTOUMMYHHOTO J13, accoLMMpOBAHHOTO
C aHTMTENnamu K Benkam HeipoHanbHoi Membpabl. OnucaH KnuHuueckuit cnysal 3sabonesanus y 13-neTHelt naumeHTkn ¢
BbISBNIEHMEM aHTWTEN k riyTamataekapbokeunase (GAD). [ebiot 30601€BaHMA OTMEYEH CHUXEHMEM NAMSTH HQ TeKyLe cobbiTus
nocne NepBoro CyAOPOXHOrO MPUCTYNA B TEYEHUE 2-X MeC.
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Limbic encephalitis (LE) is a rare neurological syndrome, in most cases has a paraneoplastic nature, but recently there has been a large number of observations of
idiopathic autoimmune LE associated with antibodies to neuronal membrane proteins. A clinical case of a disease in a 13-year-old patient with the detection of an-
tibodies to glutamate decarboxylase (GAD) is described. The debut of the disease is marked by a decrease in memory for current events after the first convulsive at-
tack during 2 months.
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Jumbunueckun sHuedpanut (J19) — pepkun
HEBPOJIOTMYECKUI CUHAPOM, KOTOPbLIA XAPAKTEPM3Y-
eTCs NOAOCTPO PA3BMBAKOLWMMUCS HAPYLUEHUSIMM Na-
MSITU U APYTUX KOTHUTUBHBIX PYHKLMMA, NCUXMYECKMMM
PACCTPONCTBAMM M SMUNENTUYECKMMM NPUMNALKAMM
[1—5]. HapyweHus namati, Kak NpaBuno, 3HauYUTENb-
Hble, KOCQIOTCA MPEUMYLLECTBEHHO KPATKOCPOYHOW
NamaTM M obycnoBneHbl Npexae Bcero auchyHKumen
TMMMNOKaMna.

Kpome atoro moryT HabnopaTbcs AUCKMHE3NH, BETE-
TOTMBHbIE M SHAOKPUHHbIE HApYLeHUs. JTuMBUyeckuit
sHuedanuT (J19) BXxoauT B CNEKTp CMHAPOMOB, ACCOLM-
MpOBOHHbIX C BbICOKNMM TMTpOMM AHTUTEN K rJ'IyTGMOT-
nekapbokeunase (GAD), katanuaupytowen npeobpa-
30BAHWE MYTAMATA B FOMMOOMMHOMACISIHYIO KUCIOTY
(TAMK), xots 6onee M3BECTHO CBA3b 3TMX QHTUTEN C
CMHAPOMOM «pUrMaHoro yenoseka» [2, 3, 6].

Otmeuator, uto J13 ¢ antutenamm k GAD He ssnsert-
Csl NAPAHEONNACTUYECKMM, KIIMHUYECKAS KAPTUHA NPo-
SIBNSETCS U MOXET OFPOHUYMBATLCS TONBKO BUCOYHbIMM
3NUNENTUYECKMMM NPUMNAAKAMM M MNCUXMATPUHECKMMM
OTKNOHEHUAMM, YacTo bapMakopesncTeHTHbiMK [2, 6].
Knuuuueckas kapTHa obbl4HO pa3BUBAETCS NOJOCTPO,

B TEYEHME HECKONbKMX HEAENb, MHOTAA AHEMN, PeXe He-
ckonbkux mecaues [1, 3].

Okono TpetT NAUMEHTOB C KIMHUYECKUMM MPU3HA-
KOMM NIMMBUYECKOTO SHLEPANUTA U HANUYMEM Creuu-
duyecknx aHTUTen MmetoT HopmanbHyto MPT-kapTuny.
B cnyuae J13 ¢ napaneonnactuyeckum CHMHAPOMOM M
JI2 ¢ antutenamn k GAD oueHb yacTo BcTpeuatoTcs
SKCTPATEMMOPASbHBIE HAPYLIEHMS, B OTNIM4ME OT ApYy-
rx noatunos. CTOUT 3AMETUTb KNACCHYECKYIO KAPTUHY
C YBENMYEHUEM TMUMMOKAMNOB, KOTOPOE MepexommT B
panbHeiwem e cknepos [6, 7].

MprBoanm cobcTBeHHOE KMHKUYECKOE HabnoaeHue
NMMBMYecKOro 3HLEdANUTA C BbISBIEHHBIMU OHTUTENA-
mn k GAD y pesouku 13 nert. [MonyyeHo uHpopmmpo-
BOHHOE COMNACHE POAUTENEN.

KnuHnueckoe Habniogenue. [Mop Habnioge-
Hrem ¢ 14.06. 2019 no 20.06.2019 Haxoamnack ge-
BOYKO B BO3pacte 13 neT, rocnUTanM3MpoOBaHHAS B
PecnybnmkaHCckuit  LEHTP MHQPEKUMOHHBIX HonesHek
(PLMB) u CMMLI r. Maxaukansl (6 korko/anent). Ha-
nee nocne BbINMUCKM AeBoyka Habnoganack B POKB

MHO N21 r. Mockssl (c 21.06. no 26.07.2019).
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Knunnyeckuit pnarHos: AyTOMMMYHHBIM nnmbuye-
ckunt sHuedanut ¢ AT k GAD (Kog no MKB 10 G 36.8).
OcnoxHeHne OCHOBHOTO 3aboneBaHus: ¢oKanbHas
CTPYKTYPHOS! SMUEncus C QyTOMMMYHHbIMK MPKUCTYNa-
MM C MOTepei CO3HAHMS, C BTOPUYHO FEHEPANM3OBAH-
HbIMM MPUCTYNAMM C MOTEPEN CO3HAHMS.

AnamHes xusHu. [lesouka JI. pogunack ot Tpetbeit
BepeMeHHOCTH, BTOPbIX CPOYHbIX poaos (1-s bepemeH-
HOCTb 30MepLias Ha 7 Mmec.), npoTtekaswen 6e3 narto-
noruun. B popy snunencuio He 3HatoT. [NeprHaTanbHbIf H
PAHHUI aHaMHe3 6e3 ocobeHHOCTEN. XOPOLLO YYUTCS B
wkone. Pocna u paseusanack no sospacrty. [pueuBku
no kanenpapto. [NepeHecna panee OPBU, BetpsHyto
ocny. Habnioganace y sHaokpuHonora no nosogy ce-
MEMHOI HU3kopocnocTu. B teyenne 1 mec. (anBaps) no-
Ny4ana COMATOTPOMMH (cemeitHas HM3KOPOCNOCTb), an-
NEPrum He OTMEYANOCH.

AHamHe3 3aboneeanus. Bnepsbie anunentuyeckue
MPUCTYMbl BO3HUKNK B KoHUe anpens 2019 r., ¢ uHTep-
BASIOM B HECKONBKO AHEM: CYAOPOXHbIM NPUNAJOK MOA
YTPO, 3aTEM NOC/e 3AChINAHMUS 1 TPETUIN — CPeay HOYM.
Mocne nepBoro xe NPUCTyna 3aMeYEHO CHUXEHME Na-
MSATU HO TeKyluue cobbITUS, Aanee CHUXEeHWe KpaTko-
BPEMEHHOM NAMSITU HA TeKyLLMeE COBbITUS, MHOTOKPATHO
OLLyLIEHME «EeXABIO» (BCMOMMHAET TO, YTO BMAENA 3TO
BO CHE, MOMA cYuTana 31 cobbitns ctpaxamu). C Ha-
yanom 6onesHu 6bin 3NM30[, KOraa «3abbiNa, KAK Ao-
wna Ao wkonbl». Hpyrne ¢okanbHble COCTOSHUS OTPH-
uaer.

Comarmueckuit aHamHes: 6e3 natonormn. Menapxe —
rof, Ha3aA, UMK He YCTQHOBMACS.

MPT ronoeroro mosra ot 30.04.19 r. natonormu He
OTMeueHo.

KnuHnuyecknit 1 BUOXMMMYECKMI QHANM3 KPOBM OT
14 mas 2019 r. — 6e3 ocobeHHoCTEN.

10 mas 2019 r.: MonuTopuHr 23 HoYHOro cHa: 3a-
bUKCMpOBAHO ABA POKAMbHLIX SMMUAENTUYECKMX MPK-
CTyna C OBTOMOTOPHBLIM KOMMOHEHTOM, fasnee MocCT-
MPUCTYTHbIA COH.

Cpasy nocne 33 ¢ 11 mas nonyvaet nesetmpate-
Tam (kennpy) no 500 x 2 pasa. MNpuctyns He nosTops-
nuck. CocTosiHMe AeBOYKM ObIo CTaBMABHBIM, He Bbio
QKLEHTA HO CHUXEHME MAMSITH, HE BbINIO O4AroBOM Hes-
PONOrMYECKON CUMMTOMATUKM.

13 uioHs: npucTtynoe Her, obuiee camouyscTeue
YAOBNETBOPUTENBHOE, HET OYATOBbIX 3HOKOB, BPIOLWHbIE
pedneKcsl X1BbIE, OTMEYEHO CHUXEHME NAMSTU. B KOHT-
ponbHoi D3I (1 yac co cHoM) oTMedaeTcs yxyaLweHue.
MHoxecteo npogonxeHHbix pokanbHbix OB-MB pas-
pPAnoB M cnank-gabncnark-MB us nesoro u n3 npasoro
nonyLwapmi NnooYepesHo.

Ha ocHOBAHMM Mony4eHHbIX AAHHBIX — CHUXEHME
namstm 1 aankbix (yxyawenue) D31 sbicTasneH guar-
Ho3: JIuMburueckui sHuedanmr.

14 wuions okono 11:00 cocrosHue yxyawmnocs,
npou3soLwén GoKanbHbINA, a Yepe3 HECKONbKO YACOB re-
HEpPANM30BAHHLIA MPUNAAOK, TeMNepaTtypa Tena nog-
nsnacb go 37,5C. Paseunock ncuxomoTopHoe Bo3byx-
AeHWe M AEeBOYKA FOCMUTANUM3UPOBAHA B PEAHUMALMOH-
Hoe oTtoenenme PLUMB u CIMMI r. Maxaukansl ¢ nogos-
PEeHMEM HO OCTPbIM 3HUEPANUT, rAe HAXOAMNACH C
14.06 no 20.06 (6 k/aHen).

Mpu noctynnexnu coctosHne pebeHka Taxenoe, pu-
MMAHOCTb 3aTHINOYHBIX MbiL, Ha 4 n/n, cnabo nonoxu-
TenbHbl cumnTom Kepuura c asyx ctopoH. Huctarm
npu B3rNsiae B CTOPOHbI M BBEPX, BplowWwHbie pednekchb
cHuxXeHbl. Pednekcbl ¢ pyk ymepeHHoi xusoctu. Ko-
neHHble pedrieKchl HE BbI3bIBAKOTCS, AXMINOBbI HU3KME.
MaTonornyecknx 3Hakos HeT. [cuxomoTopHOe BO3BYX-
A€HWE KYMUPOBAHO TMOMEHTASIOM.

Mpu CNMHHOMOS3rOBOM MYHKUMM MOMYYEH JMKBOP:
HecuseTHbIM, Npo3pauHbii, umtos 37/3 knetok (30 num-
doumtos, 7 Heittpodunos, caxap 2,8 mmons/n, 6enok
0,15 r/n). 15 uions HauaTa nynsbc Tepanms: 500 mr me-
TMnnpepHusonoHa (conymeapon). Ha ytpo cneaytoue-
ro AHs AEBOYKA CMOKOWMHA, HO HET KPATKOBPEMEHHOM
NAMSTH, He Y3HOET JleYdllero Bpayd, B OKPYXAIOLEN
06CTAHOBKE OPUEHTUPYETCS C MOACKA3KOM.

MPT ronosHoro mosra ot 16.06.2019 r.: BbiseneH-
HblE QCCMMETPUYHbIE M3MEHEHMs B CTPYKType rummno-
KOMMOB COOTBETCTBYIOT 3HUedanuTy (anddpepeHumans-
HOS AMATHOCTMKA MEXAY JMMBUYECKUM M repnetuye-
CKMM 3HLEedAnUTOM).

Ha MCKT nerkmx ot 19.06.19: natonoruu He Bbisie-
neHo.

B obwem aHanuse KpOBM: NEMKOLMTO3 CO CABUIOM
sneso, CO3 B npepenax Hopmbl. KpoBb Ha Mapkepsl k
renatutam A, B, C u D — orpuuarensHo. B obuwem aHa-
NIM3€ MOYM, KA HA KOMPOCKOMMIO, B BUOXMMMUYECKOM
QHAnM3e KPOBM NATONOTMMU HE BbISBIIEHO.

MockonbKy TPAAMLMOHHBIE METOAbl MAPAKAMHMYE-
ckom puarHoctuku (31, MPT, uccnegosanme nukeopa,
MCKT nerkux) He no3BOAMAM HOAM BBLICTABUTL KJIMHM-
YECKMM AMATHO3, BbINO PELIEHO UCCNENOBATL KPOBb HA
antutena kK NMDA-peuentopy, aHTUTENO K KOMMOHEH-
TOM KOMM/IEKCa Kanueeoro kaHana, knacca lgG, onu-
roknonansHbii IgG (nukeop), AT k GAD B cnuHHOMOS-
FOBOM XWMAKOCTU AJ1S UCKITIOYEHUS OYTOMMMYHHOTO Mo-
PAXEHMs MO3ra.

Pesynbratl nabopaTtopHbix MccneaoBaHui (cbiso-
pOTKA KPOBM U TIMKBOPA):

Kpoeb Ha BOb: anti-EBV IgG-EBNA (sa. 6en.) —
7,1; anti-EBV IgM-VCA (kanc. 6en.) < 10.

AHanus kposu Ha anth NMDA peuentopy or
17.06.2019: < 1:10 tutp — (HOpMal).

AHTUTENO K KOMMOHEHTAM KOMMMEKCA KANMEBOTO
kaHana, knacca IgG ot 19.06.2019. (cbiBopoTku kpo-

B k AT LG 11 1 CASPR2) — He obHapyxeHbi.
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AHTUTENO K KOMMOHEHTOM KOMMMEKCA KANMEBOro
kaHana, knacca IgG ot 20.06.2019 (nmkeop k AT
LG 11 n CASPR2) — He obHapyxeHbi.

ATk GAD 8 CMX, IgG > 1000 ME/mn, N < 5.

Ananns kposn AT k GAD, IgG > 2000 ME/mn,
N<10.

OnuroknoHansHeii IgG ceiBopoTka/nuksop — on-
peneneH natonoruyeckuni Tun cuutesa IgG, 2 un cun-
Tesa.

KpoBb Ha aHTMHENpOHAnNbHbIE aHTHTENA (naiH-6n0T)
AN UCKIIOYEHWUs! MAPAHEOMNACTUYECKMX HEBPOMOr-
yecknx saboneeanuit: (Hu, Yo-1(PCA 1), CV2, Ma2, R,
AMPH) — otpuuarensHo.

YunTbiBas  NOMyYEHHblE  KIMHWMKO-TABOPATOPHbIE
ACHHbIE, BbLICTABEH KIAMHMYECKMIA AMArHO3: AyTouM-
MYHHbIM TuMBuyeckui sHuedanut ¢ AT k GAD (Kog no
MKB 10G 36.8).

B ommeneHun nposegseHa NpOTMBOBMPYCHAS Tepanus
(aumknosup no 200 mr x 4 pasa per os), conymeapon no
500 mr x 2 pasa /8 N26, anuteppa nonr 500 mr x 2 pa-
30, MHPY3MOHHAs Tepanus (peambepuH, MaHHKTON, THO-
MEHTAN HATPUS, PENAHUYM, NTA3MKC).

Mocne soinuckn 3 PUMB u CMAL r. Maxaukansi
nesouka Bnepsble 21.06.2019 r. nocrynuna & POKB
MHO N2 1 r. Mocksbl Ans NPOBEAEHNST KOHTPOSIBHOTO
06CnenoBaHms C LEMbio YTOYHEHUS AMATHO3A U NIeYeHHs!
COMACHO CTAHAAPTAM.

Mpwu noctynnenmu 8 POKB NMHO N21 cocrosHue pe-
BeHKa cpeaHen TIXEeCTH.

Hesponoruueckuit cratyc: MeHuHreansHbix 1 obue-
MO3rOBbIX CUMMNTOMOB HET.

YepenHble HepBbl: OBOHSIHWE, CYX, 3PEHUE HE CHU-
XeHbl. HyBCTBUTENbHBIX HAPYLIEHUI HA NMLEe HeT. Touku
BLIXOAA TPOMHMYHOTO HepBa 6GesbonesHenHble. JMuo
CMMMETpUYHOE B Mokoe M npu ockane. Hucrarma Her.
[noTtouHble pedrnekcbl XuBble, CUMMETPUUHBbIE. Msrkoe
He6o nogsuxHo. Uvula no cpepHeit nuHuuM, s3bIK no
cpenHei nuHMM, BGEeCnoKOMCTBO, KOHLEBblE ATPOdUM.
AxkcunanbHble pedrekchl He BLIPAXEHHbIE.

PednektopHo-gBuratensHas cepa: He HApyLIEHA.
KoneHHbie pednekcbl xusbie, 6e3 pacwmpenus ped-
nekcoreHHbix 30H, d = s, axunnoBbl pednekchl Xusble,
paBHOMepHble. [1aTONOrMYeCckMX KMCTEBBIX M CTOMHbIX
pednekcos HeT. bpiolHble pednekchl XuBble, PABHO-
MepHble.

KoopanHatopHas cdepa: B nose Pombepra crout
ypoenetsoputensHo. [anbLeHoCcoByto, NATOYHO-KOMEH-
HYIO M MANbLEMONOTOYKOBYIO MPOBLI BbIMOMHAET YAOB-
neTBOPUTENbLHO. AGMALOXOKMHESA HeT.

YyecTBUTENbHAS Chepa: HAPYLUEHUHA MOBEPXHOCT-
HOM W rMyBOKOM YyBCTBUTENBHOCTH HeT. MbllweyHo-cyc-
TABHOE YYBCTBO COXPAHEHO. Bbiclune kopkosblie dyHK-
LMK THO3MC M MPAKCMC COXPaHeHbl. Peub He HapyleHa.
MNamsiTe He cHMXeHa.

27.06.2019 r. KOHCYNbTUPOBAHA MCUXONIOTOM: Xa-
no6bl HO CHUXEHWE MAMSITU HO TEKYLME COBBITUS Mocne
NepBOro CyAOPOXHOrO MPMUCTYNA B TeYeHWe 2-X Mec.
Ha poHe neyeHuns oTMeUaIOT NONOXMUTENBHYIO AUHAMM-
Ky B TeYeHWe nocneaHei Hefenu.

OkoHumna 7-1 knacc ob6weobpasoBaTenbHOM WKO-
nbl. [Tporpammy yceameaet. YcneBaemocTb CHM3MNACDH
B TEYUEHME NOCNefHero Mecsua.

Hesouka nerko Bcrynaet B koHTakT. [loseaeHue co-
OTBETCTBYET CUTyaUmMM obcnenosanus. Hetouno opuen-
TMPOBAHA BO BpeMeHW. HacTpoeHue ¢ nerkum Tpesox-
HbIM OTTEHKOM, SMOLMOHANbHbIN POH POBHbIN. DMOLM-
oHanbHble peakumun ycnex,/Heycnex apekeatHbie. C 3a-
ACGHUAMM PABOTAET  LEeNeHANPABAEHHO, TLATENLHO,
npoayktneHo. K cBouM owubkam kputnuHa. Temn pa-
60Tbl HopManbHbIM. PaboTocnocobHOCTL JOCTATOYHAS.
BHMMaHMe: cocpepoTaunBaeTcs AOCTATOYHO, BeAyLLAs
pyka — npasas.

3pUTENbHO-NPEAMETHBIN,  3PUTENLHO-MPOCTPAHCT-
BEHHbIA Te3uc chopMMpoBaH: HOHEMATUHECKMUI CryX
cPOPMMPOBAH.

Obbem KpPATKOBPEMEHHOM CIyXOPEYEBOW MAMSTH
AOCTATOYHBIA. 3HAYMTENBHO MOBbLILIEHA TOPMO3MMOCTb
CNefioB NAMSITU B YCIIOBUAX MHTEPDEPEHLIMU: OTCPOYEH-
Hoe BOCMpoOM3BefeHMe HenpopykTueHo. Herpybo chu-
XeHa 3pl4TeJ'|bHO-I'IpOCTpOHCTBeHHOﬂ NAMATD.

KuHecTtetnueckas opraHmaaums aemxeHuii chbopmu-
poBaHa. [uHamuueckuit npakcuc nyywe chopMUpPOBaH
Ha nesoi pyke. [TpoCTPAHCTBEHHblIE MpPEACTaBREHMS,
MEXMONyLLAPHbIE B3OMMOLENCTBUIA CHPOPMUPOBAHBI.

Peub pacnpoctpaHeHHoM $pasoit, 3aMeTHO YacToe
ynotpebnenne ymeHblunTensHbix cydukcos. Peuesas
KMHETMKA cHOPMMPOBAHA HE MosHOCTbio. HomuHaums
6e3 HapyweHwit. [leBouka CnpaBnsieTcs C MOHUMAHKUEM
NPEANIOXHbIX U NIOTMKO-TPAMMATUYECKUX KOHCTPYKLIMA.
Mucbmo 6es HapyweHuin. Xopowo CnpaBAsSeTcs C MH-
TepnpeTaumen CIOXETHbIX KAPTUH. Apudmetnueckue
OrnepaLyM BbINOSHSET C €AMHNUYHBIMK HerpybbimMm OLIMG-
KOMM.

TakMm 06pasoM, Ha MEPBLIN NAAH BbICTYNAIOT BbIPA-
XeHHble MOAANbHO-CeLudUYecKMe HaPYLLEHUs CIyXO-
peyeBoi NamsatM (TOPMO3UMOCTb CNEfoB B YCNOBMSIX
nHTEepdEpPEHLMM), MEHEe BbIPAXEHbI HOPYLIEHUS 3pH-
TENbHO-MNPOCTPAHCTBEHHON NAMATH, HECPOPMUPOBAH-
HOCTb KMHETMYECKOM OPraHM3ALMKM ABMXKEHUIA U PEYM.
OnucaHHas CMMNTOMATMKA COOTBETCTBYET YHKLM-
OHQ/bHOMY AedULMTY MEAMANbHBIX OTAENOB NIEBOW BU-
COYHOM 0BNACTH, MeHee BbIPAXEHbI CUMITOMbI PYHL-
OHQ/bHOW CNABOCTU BUCOYHBIX OTAENOB CMpPABA, Npe-
MOTOPHbBIX OTAENOB KOPbI IEBOTO MOMYLIAPMUS.

Ananns kpoen NSE 02.07.2019 r.: 6,60 mkr/n
(Hopma 0—7,1). Onkomapkep NSE ncnonbayetcs ans
BbISIBJIEHUS Y JIOAeN Onyxonem HeMpO3HAOKPUHHOM
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CUCTEMBI, O TAKXE pAAs KOHTpons 3¢pPEeKTUBHOCTH
NEYEHUS PABUYHBIX OHKOMOTHHM.

YposeHb IgG B chiBopoTke kpoeu ot 02.07.2019 r:
1090 mr/an (Hopma 700—1550); ot 24.07.2019 r.:
1120 mr/an.

MPT ronoeHoro mosra ¢ B/B KOHTPACTUPOBAHMEM
28.06.2019 (amHamuka MPT ot 15 Hions 2019). Ha
npeactaenenHsix MPT nzobpaxeHnusx coxpaHsercs ac-
CMMETPUYHOE MOPAXEHME MMMOKAMMOB, BbIPAXEHHO
nesoro, ¢ nosbiweHnemM MP curnana Ha T2 BM ot ero
cTpyKTypbl no npotsxeHuio. Cnabo nosbiwen MP cur-
HON OT CTPYKTYpbl MPABOrO MMMMNOKAMMA M MEAUANbHbIX
otaenos ero nontoca. [latonornyeckoro HakomnneHus
MPKC ner. BoisiBneHHble n3ameHeHus Heobxopgnumo and-
dbepeHUMpOBATE MeXAY AMCMIACTMYECKMMM M3MEHE-
HUSMM, HEOMIACTUYECKMM MOPAXEHUEM M BO3MOXHBIM
nMmbuyecknm sHuedanutom. Mnotanamo-runodusap-
HbIM pervoH 6e3 yyactkoe M3ameHeHuns MP curHana u
pononHuTenbHbiXx obpasosanmit. Mosonuctoe Teno
chopmupoBaHo npasunbHo. Mosxedyok 6e3 ocoben-
Hocten. KpaHuo-septebpanbHbii cpopmmpoBaH npa-
BUNBHO.

KT opraHos 6ptowHoi nonoctM u 3abploWwmnHHOro
npoctpaHctea 10.07.2019 r: [JloctoBepHbix npu3Ha-
KOB HQJIMYMS LOMOMHUTENbHBIX OBPA30BAHMM, O4ArOBbIX
M3MEHEHMI OPraHOB BPIOLLHOM NONOCTU U 3ABPIOLWMH-
HOro MPOCTPAHCTBA He BbisBieHo. OTMevaeTcs nopok
PO3BUTMS — YOABOEHUE LUEMKM MATKM, YIJIMHEHWUE LLENKM
CneBa, ABYpPOras MATKa C PesyLUMpPOBAHHbBIM MPABbIM PO-
rOM. SIMYHMKIM MUKLLMPOBAHbI 3AMONHEHHBIM KMLLEYHUKOM.
Mpaebiit smdHmk 26 x 39 Mm, nesbit 18 x 22 mm. He-
6oblIOe KOMMYECTBO BHINOTA B MOMOCTM MASIOTO TA3A.
PekomeHnposano MPT manoro tasa unn Y3M coobpas-
HO pa3e MEHCTPYANbHOTO LMKNA.

MNpoBeneH AMArHOCTUYECKMI NOUCK HOBOOBPA30BA-
wui: Y3M opraHos 6prowHoi nonoctn u novek, Y3N
opraHos Manoro Tasa, Y3 wutoBmaHOM Xenessl: fo-
MNOJIHUTENbHbIX O6pO3OBOHM;I He BbIFBJZIEHO.

Buneo-23I monutopunr 05.07.2019 r (nonyuaer
kennpy 1500 mr/cyTkun): Mo aaHHbIM NpoBegeHHOro
uccnegoearus  «Bupeo-33-MOHUTOPUHT  AHEBHOrO
cHO» AMPPY3Has, NOKANbHAS M TEHEePANUM30BAHHAS
3NUnenTndOpPMHAsS AKTUBHOCTb B KOpe HOomnbLIMX Nosy-
wapui He pernctpupyetcs. CoH CTPYKTYpPUPOBAH M
npeactaeneH ayms cragusmu. Ctagus 3acbinaHus co-
NPOBOXAANACH YBENUUEHMEM NPEACTOABNEHHOCTU MEASIEH-
HO-BOJIHOBOTO AMAMNA30HA YacToT genbta-teta 4—6 ru, Bo
BceM otaenam nonywapui. Cragms noBepxHOCTHOrO
CHO XAPOKTEPW3OBANACH MOSIBIEHMEM «COHHbIX Bepe-
TeH» 12 ru B nepefHMX OTAENAX KOHBEKCA C Nocneayto-
WMM PACMPOCTPOHEHMEM HAO BCE OTAENbl M MNepeme-
XAOLWMXCS AP A3HBIMM BBICOKOAMMIUTYAHbIMK K-komn-
nekcamun. Ctagms MefIEHHO-BONIHOBOTO CHA He 3aperu-

crpupoeaHa. CocTosiHue NnpobyxaeHUs U AHEBHOTO CHA
6e3 KIMHUYECKMX MPOSBIEHUHA.

Yuutsieas seicokue nokasatens AT k GAD 8 CMX >
> 1000 ME/mn; ananus kpoeu AT k GAD, IgG >
>2000 ME/mn, N < 10; pesynstaT MMyHObEHOTH-
nupoeaHus — noesiwerne CD19 B numboumntos, a Tak-
Xe HeonTUMarbHbIM 3$deKT OT NPOBOAMMOM Tepanuu
KCT (no aanHeiM MPT ronosHoro mosra HeT ymeHblue-
HWSI OYATOBBIX M3MEHEHWH MMNOKAMNOB), pebeHKy ¢
AMArHO3OM NMMBUYECKMI SHUEPANUT, MO KU3HEHHBIM
NOKA3QHMSIM, B COOTBETCTBMM C M. 3 npukasa MuHsgpa-
Ba P® or 20.12.2012r. N2 1175 «O6 ytBepxaeHmu
NOPSBKA HA3HAYEHMS! U BbIMMUCHIBAHMS NEKAPCTBEHHBIX
NPenapaTos, a Takxe GOpM peLenTypHbiXx BIaHKOB Ha
NEKAPCTBEHHbIE MPenapaThl, NOpsAKa odopMIeHMs
YKQA3QHHbIX BNIQHKOB, MX YYETA M XPAHEHUS» PEKOMEHAO-
BaHa Tepanus «Putykcumab» B posmposke 375 mr/m2
P = 400 mr C1 — 1600 mr 8 Buae 4-x nHdy3sui, yac-
ToToi 1 pas B 7 fHe.

B otaenenmn POKB MHO N21 r. Mocksbl nposeaeHa
tepanus: 02.07.2019 r 1-9 undysus Purykecumad 400 mr
Ha ¢us. pacteope 400 mn B/B kan., ckopocTs BBEAe-
Hus 70 mn/uac (3a 6 yacos); 09.07.2019 r: 2-9 undy-
aus Putykenmab 400 mr Ha dus. pactsope 400 mn B/ B
kan., ckopocTb BeegeHns 70 mn/uyac (30 6 uo-
cos); 16.07.2019 r: 3-5 undysus Putykcumab 400 mr
Ha dus. pacteope 400 mn ckopoctb Baeaerms 70 mn/uac
(30 6 yacos); 23.07.2019 r.: 4-9 undysus Putykcumab
400 mr Ha 400 mn ¢us. pacteopa. CkopocTb BBeAEHMs
70 mn/u4ac, 6es ocnoxHeHui, sce MHbY3nM nepeHecna
YAOBNETBOPMUTENLHO.

Tepanus B otaenenmu: per os Kennpa 750 mrx 2 p/cyr.,
Onbkap 10,0 mn. Ha 0,9% ¢us. pacteope 250 mn /B
kan. N2 8.

Ha ¢oHe npoeoaumont Tepanmm coctosHue AeBou-
KM Barxe K YAOBNETBOPUTENBHOMY. DNMUIENTUYECKMX
npuctynoe HeT. Co CTOPOHbI HEBPONOrMYECKOTO CTa-
Tyca obLeMO3roBbIX, O4AroBbIX, AUCCEMMHMPOBAH-
HbIX cMMNTOMOB HeT. Ha ¢one Tepanmu Putykcrumab
OTMEYAETCS MONOXUTENLHAS AMHAMMKA B BMAE YNyu-
LWEHMS BBICLUIMX KOPKOBbIX PYHKUMI namsTi. [esouka
26.07.2019 r. BbiNMUCbIBOETCS AOMOM C pPeKOMEHAA-
LMAMM.

MonyyeHHble KAMHUKO-OHOMHECTUYECKME AAHHbIE,
pesynbtatel MPT ronosHoro mosra e auHamuke (coxpa-
HSIETCS ACMMMETPUYHOE MOPAXEHME TMUMMOKAMMOB, Bbi-
paxeHo nesoro, ¢ nosbiweHnem MP curiana Ha T2 BU
OT ero CTPYKTypbl MO NpoTsiXeHuto; cnabo nosbiwed MP
CUTHQN OT CTPYKTYpbl MPABOro rMNMNOKAMNA U Meananb-
HbIX OTZLENOB €ro MOoJCA; NATONOTMYECKOro HAKOoMe-
Hus MPKC wet), nabopatopHele nccnegosanms CMX
(37 knetok/3); ATk GAD 8 CMX, IgG > 1000 ME/mn
(mpr N > 5); ananms kposu AT k GAD, IgG > 2000 ME/mn,

N < 10; sbiseneHbl onuroknoransHeie IgG B nuksope —
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2 TN cuHTE3Q, NO3BONSIIOT NOATBEPANTL AMATHO3 AYTO-
MMMYHHOTO nMMbKyeckoro sHuedpanuta ¢ AT k GAD.

3aknioueHue

Takum 06pa3om, B NPEACTOBIEHHOM KIIMHMU-
YECKOM Crlyyde BefyLMMM CMMNTOMOMM 3a60neBaHus
ABMSNMCD BbIPAXEHHbBIE HAPYLUEHMS MAMSTU HA HELOB-
HMe CcOoBbITMA M3 XM3HM pesoukn. OnmcaHHas cumnTo-
MOTHKO COOTBETCTBYeT ¢YHKUMOHANBHOMY Aeduumty
MeAManbHbIX OTAENOB IEBOM BUCOYHOM 0bnactu, MeHee
BbIPAXEHbI CUMNTOMbI (PYHLMOHANBHOM CNabocTn Bu-
COYHbIX OTHAENOB CMPOBA, NPEMOTOPHbIX OTAENOB KOPHI
NIeBOrO nonyLapms.

MNoatBepanTs AMarHos ypanock He cpasy. MPT ms-
HAYASIbHO HE BbIBMIA KIIMHWMYECKM 3HOYMMBIX M3MEHe-
HUM, YTO, KOK OTMEYEHO B AAOHHBIX IUTEPATYPbI, HE ABAS-
etcs peakoctbio. Kaptuna 331 tunuuna ans J13, tem He
MeHee OHO He SBASETCS CneunuPpUyecKor U MOXET Ha-
6nopatecs M npu Apyrux saboneeanusx. Oudbdepen-
LManbHBIM AMArHO3 NpoBoaMncs ¢ AeboToM nanMonaTu-
4EeCKOWM BMCOYHOM SMMMENCHUM.

MNpvBeneHHbIM KNMHUYECKUI NPUMeEpP AEMOHCTPUPYeT
TPYAHOCTM AUATHOCTHKM QYTOMMMYHHbIX MOPAXKEHUI MO3-
rd, KOraa TPAAMLMOHHbIE METOAbI NAPAKIMHUYECKOM AMar-
Hoctuku (D3M, MPT, uccneposanus nukeopa) 6binm mano-
cneupduuHbl, nostoMy obHapyxkerune anturen k GAD B
CMX nossonmno nocTaBmTh KIAMHUYECKMUI AMArHOS.
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