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CvHapom peneuun 1p36 (OMIM: 607872) — ayToCOMHO-AOMUHAHTHOE 3a001EBaHME, BbI3BAHHOE TEPMUHANBHOW feneLueit
KOPOTKOrO njie4ya XpoMOCOMbl 1 1 XxapakTepu3aytoweecs cneunduyecknm YepenHo-amueBbiM UcMoph3MOM, 3aLepXKKOoi
NCUXOPEYEBOro pa3BUTUSA U ANUAENTUYECKUMI NpUCTynamMu. CTeneHb TAXKECTU INMAENCUM CBA3AHA C BEIMYMHON MyTaLMUU.
Llenb paboTbl — U3y4nTb KIMHUKO-3NEKTPO3HLEedhanorpaduyeckyo KapTuHy 3abonesaHus.

MpoaHanu3nposaHbl 3 cOOCTBEHHbIX HabMofeHUs (NALMEHTBI MYXCKOr0 nona B BO3pacTe oT 2 [0 6 IeT), BKAOYaLMe
aHaMHe3 XU3Hu 1 3aboneBaHus, faHHble reHeTUYECKOro aHanm3a u aNeKTposHuedanorpadum B guHammke.

Bcex 3 nauueHToB 06beANHAET COYETaHME INUNENCUM, 3AAEPHKKM NCUXMYECKOTO PA3BUTUA U ABUTATENbHbIX HAPYLIEHHU
no TNy AeTckoro LepebpanbHoro napanuya. TaxecTb NPOSBAEHWIA 3NMAENCUM BapbUPYeT OT TAXKENOi cTeneHmn ¢ abco-
JI0THO hapMaKOPEe3UCTEHTHBIMW 3MUAENTUYECKUMU cna3mamm (ciydam 1 1 2) 4o Nerkoro TeYeHUs, KOraa NpuCTynbl pas-
BMBAIOTCA TONbKO Ha (hOHE IMXOPAAKW NPY OCTPOIA pecnMpaTopHON BUPYCHOM MHbEKLMN (He NpK KAXKA0M Clyyae BO3HUK-
Wero y nauueHTa nMxopafoyHoro 3a6onesaHus). BepoaTHO, 3TO CBA3aHO C HANUYMEM MEHbLIEN N0 MPOTAKEHHOCTH
MyTauuu y nauueHTa 3. B 2 cnyyasx Ha doHe 3nunenTU4Yeckon sHuedanonatu, pesucTeHTHOW K NEYEHUIO INUAENCUM
¥ NPOAOMKAIOWMXCSA 3NUNeNnTUHOPMHBIX Pa3paaoB Ha 3neKTposHLedanorpamme oTMeyaeTcs rpy6as 3agepika ncuxope-
YeBOro pPa3BuUTUsA. ITW NALMUEHTLI HE TOBOPAT, HE NOHMMAIOT 06pALLEHHYIO peyb, He BbIMOHAIOT MHCTPYKUMK. Y 1 nauneHTa
CaMoobCNyKMBaHME U UTPOBAA AEATENbHOCTb PA3BMTHI N0 BO3PACTY, NOHUMaHME peyn chopMUPOBAHO B NONHOM 0ObEME,
HO 0TMEYaeTCs NOAHOE OTCYTCTBME IKCMPECCMBHOMN peyn.

CuHapom feneunmn 1p36 oTHOCUTCA K rpynne 3HuedanonaTum passuTms U ANUAENTUYECKON.

KnioueBble cnoBa: MUKpOJeNeLMOHHbI CUHAPOM KOPOTKOTO Nnieya 1 xpoMmocoMbl 1p36, anunentuyeckas aHuedanonarus,
anunencus, aHuedanonatus pa3BuTUs, anekTpoaHuedanorpadus, Buaeo3nekTpoaHuedanorpaguyeckuit MOHUTOPUHT
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Epileptic encephalopathy caused by 1p36 deletion: literature review and case series

M. Yu. Bobylova® 2, O.V. Konurina’, N.A. Borovikova?, V.A. Chadaev?

1Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia;
28vt. Luka’s Institute of Pediatric and Adult Neurology and Epilepsy; 9 Akad. Anokhina St., Moscow 119571, Russia;
3Children’s City Clinical Hospital No. 1; 76 Gagarina Prospekt, Nizhny Novgorod 603081, Russia

Contacts: Mariya Yuryevna Bobylova mariya_bobylova@mail.ru

1p36 deletion syndrome (OMIM: 607872) is an autosomal dominant disease caused by a terminal deletion of the short
arm of chromosome 1, characterized by specific craniofacial dysmorphism, delayed speech development and epilepsy.
The severity of epilepsy is related to the size of the mutation.

Objective: to study the clinical and electroencephalographic picture of the disease.

We have analyzed 3 cases (male patients from 2 to 6 years old), including anamnesis of life and disease, electroen-
cephalography data in dynamics and genetic analysis data.
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All three patients are united by a combination of epilepsy, mental retardation and cerebral palsy-like movement disor-
ders. The epilepsy manifestations varied from severe with absolutely pharmacoresistant epileptic spasms (cases 1 and 2)
to mild course with febrile seizures only (case 3). This is probably due to the presence of a shorter mutation in patient 3.
Cases 1 and 2 had epileptic encephalopathy, epilepsy with continuing epileptiform discharges on the EEG and a gross
delay in speech and mental development. These patients could not speak and not understand the speech addressed, do
not follow instructions. Patient 3" self-care and play activities are developed by age, speech understanding is fully

formed, but there is a complete absence of expressive speech.
1p36 deletion syndrome is a developmental and epileptic encephalopathy.

Keywords: chromosome 1p36 deletion syndrome, epileptic encephalopathy, epilepsy, developmental delay, electroen-
cephalography, video-electroencephalography monitoring
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Cunnapom aeneuuu 1p36 (OMIM: 607872) — ayrocom-
HO-IOMUHAHTHOE 3a00JIeBaHE, BRI3BAHHOE TePMUHAb-
HOW Jenelyreil KOpoTKOro Iuieya XpoMocoMbl 1 1 xapak-
TepU3YIOIIeecs] YepPEeITHO-JIUIEBBIM TUCMOP(PU3IMOM,
3aIePKKOM IICMXOPEUEBOTO PA3BUTHS M SITICITHYECKIMU
npuctynamu. Bnepseie MoHocoMust 1p36 Gbuta ornmcaHa
E. Yunis u coaBr. B 1981 . [7]. YacToTa BcTpewaemMocTH 3a-
6oneBanus coctannseT 1:5000—1:10000 HOBOpPOKIEHHBIX
[2, 3,8, 11].

S. Shimada u coaBT. onucaiu 86 NalUEeHTOB C MOHO-
comueit 1p36. Boutn BeISIBJIEHBI TEPMUHAIBHBIE IEIELIAN
(76 %), Bxio4alolye 3 caydast MO3aulM3Ma; HecOalaH-
cHpoBaHHbIe TpaHcaoKaluu (14 %) U uHTepCTULIMAIbHbIE
nenewu (10 %). leneuun de novo 3HAYMTELHO Yalle
BO3HHUKAIOT B MAaTEPMHCKMX TaMeTaX, HEXKEJIM B OTIIOBCKIX
[10]. TepMuHANBHBIN PETMOH XPOMOCOMBI 1 HeceT 00JIb-
1II0€ KOJIMYECTBO TeHOB, KAK MUHIUMYM 2 U3 KOTOPBIX KO-
IUPYIOT OeJIKM MOHHBIX KaHaIOB HelipoHOoB: reH KCNAB2
(TeH 6eTa-cyObeAMHULIBI KaeBoro kaHana) u GABRD (reH
JIeTBTa-CyObe IMHUIIBI PELICIITOPa TaMMa-aMUHOMACIISTHOM
KUCIIOTHI) [7, 14, 15].

[eHeTMUecKMe TIPUMYMHBI SMIICTICUU TIPOI0IKAIOT
aKTUBHO u3y4yaThcsl. U3BeCTHO, UTO OoJjiee TsKeloe Teue-
HUE 3MUIeNICuM HabJrogaeTcsl y 00JIbHBIX ¢ Oosiee TIPoTsi-
JKEHHOI MyTalueii, 1 Ha00OpOT.

MdeHoTUN 3aBUCUT OT MPOTSKEHHOCTHU Aejelu |3,
10]. XapakrepeH crienupUUecKnili 4epermHO-JINIEeBOI
nucMopdu3M: MUKpoledans, BEITYKIIbIi 100, TIpsIMbIe
OpoBM, MaJIeHbKIE, ITIyOOKO mocaxkeHHble r1a3a (50 %),
IUIOCKKME HOC U IiepeHoculia (65 %), TMIoIia3us CpeaHeit
YaCTH JIMLIA, HU3KO ITOCaXXeHHbIe MajieHbKue yiiu (59 %),
aCHMMETPHUSI YILHbBIX pakKoBUH (57 %), yTOJILIEHUE 3aBUT-
Ka YIIHOM paKOBUHBI, pacilieJIMHa BepXHeii ryObl U TBep-
J0T0 HEOA, MaJIEHbKUI POT C OMYILIEHHBIMU YTOJKaMMU,
3a0CTPeHHBIA nonbopoaok (80 %), rorudyeckoe HEOO,
aCMMMETPUS JTU1IA 1 OOJIBIINIA, TIO3MHO 3aKPHIBAIOIITUIACS
ponuun4ok (100 %), KaMITONAKTUIMSI, KIMHOIAKTUINS
¥ KOPOTKME MU3UHIIBI KUCTEM pyK (64 %) [1, 3—6, 8, 12].
Ha6monaiorcs Huzkopociaocth (85 %), kudockoanos,
IHUCIUTa3UsI Ta300eIPEHHBIX CYCTABOB, BO3MOXHA TEMUTH -

neprpodus Tema. OnmrcaHbl HapyIIeHUS 3peHus (KaTa-
pakTa, aTpousI 3pUTEITLHOTO HEPBA, KOJIOOOMBI PATy>KKH )
U ciayxa (HeipoceHCOpHast TYroyxocTh) — B 75 u 56 %
CJlydaeB COOTBETCTBEHHO. BBISBIISAIOTCS pa3in4Hble aHO-
MaJIMU CEPAECYHO-COCYAUCTOM CUCTEMBI: IIOPOKU PAa3BUTHSI
cepria (medeKTh MeXCKETYI0YKOBOI 1 MEXIIPpeaCepIHOMN
neperopoaku, rerpaga Pajo, OTKPLITHINA apTepuaIbHbIIN
IIPOTOK, MHGOYHINOYJISIPHBINM CTEHO3 IPABOTO XeTyI0JKa,
CTEHO3 JICBOI1 JISTOYHOI apTepuu, aHOMaJIUsI DOIITeHA),
B OTAEJIbHBIX CIIy4asiX OCJAOXHSIOLIMECS MPOSIBICHUSIMK
CEepACYHON HEAOCTATOUYHOCTH C JIETOYHOM TMITEPTEH3UEN,
a Takke KapauOMMOIIaTHs. Y IMallMeHTOB BCTPEYAIOTCS
OXMpeHue (CBSI3aHHOE ¢ HapylLeHUEeM IUILEeBOro MmoBe-
JIeHUs1), TUIIOTUPEO3, IMIOPOKHU Pa3BUTUS MOYEIIOJIOBOIL
CHCTEMBI (IMyIaTalldsl MOYEBBIBOASILMX MYTEW, KPMII-
TOPXU3M, TMIIOILIA3MS MOJOBBIX OPraHoOB, IajeBUIHAS
MOIIIOHKA), HapyIIeHHE ITOJI0OBOTO CO3peBaHus (OT 3a1ep-
2KKH ITOJIOBOTO Pa3BUTHSI IO PAHHETO ITOJIOBOIO CO3peBa-
uus) [1, 3,5,6,8,9, 11].

B eqMHUYHBIX CIIydasix OMMCAaHbl YIaCTKU TUIIEPTPU-
X03a Ha KOXe, IOJMAAKTUIMS, HapylleH!e AeJICHMS JIer-
KUX Ha J0JIM, BPOXIEHHBIM CTEHO3 ITO3BOHOYHOIO KaHaJa,
aTpe3us aHyca ¢ PeKTOBarMHaJIbHbIM CBUILOM, CUHIPOM
ITypre—Bebepa, yyacTKM TeJleaHTMAKTa3UU U TUTIePIIUT -
MEeHTalNsI Makysl [3].

HeBponornyeckuii craryc xapakrepusyercs 1uddys-
HOW MbIILIeYHO# runoroHueii (92 %), nucdarueit, 3agep-
KKOM Icuxudeckoro pa3Butusi (92 %) ot ymepeHHOI
(y 13 % mauueHTOB) A0 TSKEJI0i WK IIyOOKOI CTeleHn
(y87 %).Y 75 % nauueHTOB OTCYTCTBYET SKCIIPECCHUBHAS
pedb. OTMEYAIOTCsI HAPYLIEHUS ITOBEACHUS: pa3apaXKu-
TENILHOCTD, arpeccust u ayroarpeccus (56 %), ayrucrude-
ckue nposienenns [1, 4—6, 11, 12].

DOuienTUYeCKUe MIPUCTYIIbI OTMEYAIOTCH, 110 JAHHBIM
pasHbIX aBTOPOB, Y 58—72 % naimenToB [1, 4]. OnucaHbl
CJIeayIolYe TUIIbI IIPUCTYIIOB: UH(MAHTWIbHBIE CIIA3Mbl,
reHepajlr30BaHHbIE TOHUKO-KIIOHUYECKHE, TOHUYECKUE,
¢okanbHbIe, MYJIBTU(OKATbHBIE, AaTOHUYECKNEe U MHO-
KJIOHWYECKKE TTPUCTYIIBI, aTUITMYHbIE abcaHCHI [3, 4, 6, 12,
13]. IIpucTynsl 7eOIOTUPYIOT B IIEPHO/IE HOBOPOXICHHOCTH
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M TIPEKpaIaroTCcs B JOIIKOJIBHOM BO3pacTe, HO MOTYT IIep-
CHCTHPOBATh B TCUCHNE MHOTHUX JIET U TPEOYIOT JUTUTEIb-
HOM aHTURTIWIIENITUYECKOM Teparuu [3].

N. Bahi-Buisson 1 coaBT. onmcanm TedeHre SIICTI-
cun npu Mukpopeiaenuu 1p36. ABTopsl 00CIeq0BaIN
91 nanuenTa (64 — MyKCKOrO I10J1a, 27 — XXeHCKOrO I10J1a)
B Bo3pacTe ot 1 roma 1o 25 et (cpemHuii Bo3pact — 7,8 ro-
na). Y 80 (87,9 %) nauyeHTOB UMeJACh TOJIbKO AeICLIHs
1p36, y octanbhbix 11 (12,1 %) BBISIBIEHBI O0JIEe CIIOXHBIE
TeHEeTUYECKHE TIepeCTpoiiKy [4]. Dnumierncus Oblia quar-
HocTupoBaHa B 53 (58,2 %) ciyyasx. B42 (79,2 %) u3 Hux
MPUCTYIIBI 1e0I0TUPOBAJIU B IIEPBbie 6 MeC XXU3HU, CPell-
HUI Bo3pacT nebiora coctaBmi 2,75 mec. HeoHaranbHbIe
MPUCTYIBI OBUTM ONMCcaHbl Y 3 U3 53 maluueHTOB U TIpe/-
CTaBJICHBI TeHEPATM30BAHHBIMU TOHMYECKIMU U (DOKaATh-
HBIMU TIpUCTyITaMu. Y 7 13 53 mMauneHTOB IIPUCTYITHI Ha-
YaJIMch B CpeTHEM B Bo3pacTe 2 jieT 8 Mec, UMby 1 13 53
MMAllMEHTOB aTUIIWYHbIE a0CAHCHI HAaYaJIMCh B BO3pacTe
15 net. Y 19 (35,9 %) GonbHBIX pa3Buiach pedpakrepHast
snuericus, y 2 (3,8 %) naludeHTOB NPUCTYIIBI He TIOJIHO-
CTBIO KOHTPOJIUPOBAJIUCH IIPU IIPUEME aHTUAIIICTITHIC-
ckux nperapaToB (ADIT) — yacTora cocTapisia B CpeTHEM
2 mpucrtymna B Mecal, n y 32 (60,4 %) manueHToB ObLI
JMOCTUTHYT XOPOIIHIT KOHTPOJIb IIPUCTYTIOB IIPY AaHTUITH -
nenTuyeckoit repanuu. He momyuanu ADIT 7 mamyeHTOB.
Brum ormcaHbI cienyoolme IPUCTYITBL B 1e0I0TE: TeHe-
palM30BaHHbIE — B 25 ciy4asx (cpeay HUX TOHUYECKME
MPUCTYIIbI Y 8 TALIMEHTOB, TOHUKO-KIOHUYeCKUeE — Y 6 00JIb-
HBIX, M Y OCTAJIBHBIX — KJIOHUYECKNE,/ MUOKIOHNIECKIE
MIPUCTYIIBI), (hoKaIbHBIE — Y 20 60JIbHBIX, MH(AHTWIBHBIC
Cra3Mbl B 7 Cayvasix U aTUIIMYHbBIe a0caHChl y 1 mameHTa
¢ ne6rotoM B 15 sreT. DHIedamonaTus pa3BUTUS U SIIWICTI-
THYecKas ¢ H(PaHTUIBHBIMU CIIa3MaMU TUArHOCTHUPOBA-
Hay 20 (21,9 %) nmalueHTOB, CO CPEIHUM BO3PACTOM JIe-
61ota 5 Mec (murarma3oH oT 2 10 10 Mec). ABTOPHI OTMEYAIOT,
yTOo 00JIee paHHUI Ae0I0T MHDAHTWILHBIX CIIa3MOB acCo-
LIMAPOBAJICS C MEHEe OJIArOIPUSTHBIM IIPOTHO30M IIO Te-
YEHUIO SMWIETICUHN Y TALIMEHTOB IpHU cuHApoMe 1p36 [4].
Cny4ait hapMaKope3UCTEeHTHOM SIUJICTICMU Y MallMEHTKA
¢ neneumeit 1p36 ommmcan S. Saito u coasr. [5].

G. Kanabar u coaBt. onrcanu 4 malMeHToB ¢ AeIelei
1p36 1 smwtencueii. Y Bcex B aHaMHE3e OTMEYAIINCh SITH-
30IbI SMUICIITUYECKOTO cTaTyca, a y 3 IMallMeHTOB —
CKJIOHHOCTB K KJIACTEpPHOMY TCUCHUIO OOBIYHBIX 1T HUX
TUIIOB MPUCTYNOB U 3MU304bI alTHO3. ¥ 1 pebeHKa 3mu-
JICTITUYECKasl MPHpOIda amHO® ObLIa MOATBEpXKIECHA
NP TPOBEJSHNN BUACO3IEKTPOsHIIe(haorpadpuuecKoro
MoHuTopuHra (BOM), y oCcTaNBHBIX 3 IMaIleHTOB 31130~
DBl aITHO® KYIMMPOBAJINCH MOCJIe Ha3HAYCHUS] aHTHAIIH -
JIenThYecKoi Teparmu [12].

Bo3spact ycTaHOBIeHIS TEHETUYECKOTO IUarHo3a Ba-
PBUPYET OT Ieproaa HOBOPOXKIeHHOCTH 10 47 et [3, 11].
B psime ciygaeB BO BpeMsl IIPeHATAILHOTO CKPUHUHTA

*[Ipenapar He 3apeructpupoBaH B PO.

MaTtepeli TallueHTOB BBISBIISICTCS IMOBBIIIICHHBIN YPOBEHD
anbda-derornporerHa B Kposu [3]. V 8,8 % mauneHTOB
OTMeJaeTcs 3aIepKKa BHyTPUYTPOOHOTO Pa3BUTHS TUIOAA
[4]. YauTbIBast xapakTep XpOMOCOMHBIX HApYIICHUH (Ie-
JIeTusI), METOIOM BBIOOpA SIBISIETCSI XPOMOCOMHBIN MM-
KPOMAaTPUYHbIMA aHAJIU3.

ITo manubiM N. Bahi-Buisson 1 coaBT., U3MeHEHUS
0 JAHHBIM MEXIIPUCTYITHON 3JIeKTpo3HIedamorpadumn
(O8TI') npu snunencuu npu cuHapome 1p36 oTMeueHbI
B 87,8 % ciy4aeB [4]. OGenHeHre (DU3NOIOTNMYECKUX I1aT-
TepHOB (POHOBOI AKTUBHOCTH COYETAETCS C aHOMAaIbHOI
MEUICHHOBOJTHOBOM aKTUBHOCTBIO TE€Ta-e/IbTa TUara3o-
Ha, TJIaBHBIM 00pa30M, B 3aJHEBUCOYHO-TEMEHHO-3aThI-
JIOUHOI 001aCTH Y O0JIbIIIMHCTBA NalueHToB. [1o jaHHbBIM
UHTEepUKTaIbHOU DD peructprupoBaiuch GoKalbHbIE
LIEHTPAJIbHO-BUCOYHBIE CIIAKU y 6 MTalIMeHTOB, 3aHEBU -
COYHO-BUCOYHO-3aTHUIOYHBIE CIaiiku — y 18 OOJIbHBIX,
MePCUCTUPYIOLIE MYIBTU(OKaIbHBIE, TU(MGY3HBIE U Te-
HepaJIn30BaHHBIC BBICOKOAMIUIMTYIHBIC CITAMKH, TTOJIH-
CHailku M KOMILJIEKCHI CITaik—BoJiIHa — B 14 ciydasx.
VY manneHToB ¢ MHGAHTUIBHBIMU CITA3MaMU OTMEJaeTCs
TUIICAPUTMUS 10 JaHHBIM D3I (TUrmmaHas 1160 MOIU-
¢ummpoBaHHas ¢ 0YeHb MEIJICHHBIMM IBYCTOPOHHUMU
BBICOKOAMIUIMTYIHBIMUA BOJHAMHU JIeJIbTa-IdaIa3oHa
U cIlaiikaMu U IoJMcIaiikaMu B JTOOHBIX, LIEHTpalbHbIX
WIM 3aTbUIOYHBIX 00JIACTSIX, C OMIaTepaabHON CUHXPOHU-
3auueit) [4, 6].

G. Kanabar 1 coaBT. OTMEYAIOT JIOKAIM3AIIUIO SITH-
JenTuOpMHON aKTUBHOCTH B JIOOHO-IICHTPAIbHO-BH-
COUHO 0bjlacT y 4 00Caeq0BaHHBIX UMU ITallMEHTOB
¢ MoHocomueit 1p36 [12].

ITpu npoBeneHNM MarHUTHO-PE30HAHCHOM TOMOTpa-
¢um (MPT) B mooBuHe ciydaeB BBISIBISIETCS aTpodust
KOPBI TOJIOBHOTO MO3Ta ¢ PacIIupeHUEM OOKOBBIX XKeJy-
nmoukoB. [nnmomuenuuusanys Boisipisiercs B 40 % ciay4daes,
TUITOIUIAa3Ms MO3oJucToro Tena — B 10 %, HopMaibHbIE
pesyiabsratel MPT — B 10 % city4aes [4].

S. Saito 1 coaBT. onMcany OUIaTepaIbHYIO IEPUCUITD-
BUAPHYIO IMOJMMUKPOTUPHUIO, IIEPUBEHTPUKYIISIPHYIO HO-
JYJISIPHYIO FETEPOTOIMIO Y IALMEHTOB ¢ MOHOCOMMUEi 1p36
[5, 13].

JleyeHne cumMnToMaTU4YecKoe. YUUTHIBAs LLIMPOKU
CIIEKTp NpobieM, HEOOXOAUMO COBMECTHOE HAOII0IeHE
IMAIIMeHTOB Pa3INYHBIMU CIIEIINATNCTaMU (HEBPOJIOIOM,
MeaUaTPOM, KaparoJI0oToM, oTaIbMOJIOTOM, OTOPHHOIA-
PUHTOJIOTOM, YEJIIOCTHO-JIUIIEBBIM XUPYPTOM, OPTOTICIOM,
IICHXOJIOTOM, TICMXHAATPOM, 1e(EKTOJIOTOM).

DMIWIeNTUICCKUE TIPUCTYITHI HEPEAKO OKa3hIBAIOTCS
pe3UCTEHTHLIMMU K Teparnuu [4, 5]. N. Bahi-Buisson u co-
aBT. OIMMCHIBAIOT YCIICIITHOE Ha3HAYEHME OPAJIbHBIX CTEPO-
WIHBIX TOPMOHOB B BBICOKHX 103aX Y ITAIIMEHTOB C MH(baH-
TWILHBIMU criasMaMu [4]. Cpenu ADIT manyeHTsI ToTyJaii
(beHobap6buTan (5 ciayyaes), Burabatpu (3 ciyuas),
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Basbripoar (1 ciaydait), OeH30aMa3enHE (2 Cirydasi); ¥ BO
BCEX TUX CJIydasix JiedeHre ObUIO HeTOCTaTOUHO 3(Ppdek-
TUBHBIM, OTMEUEHO pa3BUTHE paHHEH TSXKeaol pedpak-
TepHOI anuiencuu. Y 1 namyeHTa mojiyueHa BpeMeHHast
peMuccus Ha ¢oHe TIpreMa BUradbarprHa, HO depe3 rof
BO3HUK PEIUANB MOJIMMOPGHBIX pedpaKTepHBIX ITPUCTY-
nos [4].

S. Nabatame 1 coaBT. oIMcalii arrpaBaluio MH@aH-
TWJIBHBIX CITA3MOB U TUIICAPUTMMM 10 JaHHBIM DI 11ocie
Ha3zHauyeHUs KapOamaszenuHa. ABTOpPbI CBSI3bIBAIOT 3TY
peakumio ¢ myrtauueit rena GABA-A perenrropa [6].

P. Wexler u coaBT. coo01Iar0T 06 1 citydae IIpoBeaeHUST
reMrchep3KTOMAM Y TAallMeHTa ¢ MOHOcoMuen 1p36 mis
KOHTpOJISI Ham npuctynamMu. [1ocKombKy B IMTEpaType
MIPEICTABIICHO JINIIIH 1 oTMcaHue, pe3yIBTaThl XUPyprudec-
KOTO JIeYeHUs He SABJISIOTCS OOHanekuBamoImumu [14].

IIpencraBnseM coOCTBeHHOE HAOMIOAEHNE 3 CIyyaeB
SMMJIETITUYECKOI SHIIe(aonaTiu, 00yCIOBIEHHOM Je-
JleLieil KOpoTKoro Iieya xpomocoMsl 1 (1p36). Bee na-
LIMEHTBI MY>KCKOTO I10J1a, BO3pacT — 7, 6 u 2 roja (CpeIHMii
BO3pacT — 5 JIeT); HaOII0OAIOTCS € XKajIo0aMy Ha SITJISII-
TAYECKHE TIPUCTYITBI pa3HOM CTEIICHM TSKECTH M 3aIEPXKKY
IICUXOPEYEBOTO M MOTOPHOTO Pa3BUTHSI.

KnuHunuyeckui cnyyaim 1

Ilauuenm 1, 2 200a. XKano6wt Ha snurenmuyeckue npu-
Ccmynvl, 3a0epiuCKy MOMOPHO20 U NCUXOPEHe8020 Pa36UmMus.

Anamnes ncusnu: peberiok om 1-ii bepemenrocmu, 1-x cpou-
HbIX CAMONPOU36804bHbIX P00086. TIpu poscdenuu macca meaa
2920 e, ouenka no wxane Aneap — 7/8 6annos. Ha epydrom
eckapmauearuu 0o 4 mec. Ilpusum no unousudyarvHomy
Kanendapro npogurakmuueckux npusueox. B 3 mec ycusnu
O0CMOMPEH He8poa02OM, YCMAHOBAeH OUA2HO3: nocaedcmaue
NepUHAManbHO20 NOPANCEHUS YEHMPAAbHOU HEPEHOT cucme-
Mbl, 3a0epiucKa NCUXoMomopHo2o paseumus. B éospacme
4 mec noseuaucy 61e0HOCMb KONCHBIX NOKPOBO8 U UKMEPUHY -
Hocmb ckaep. Peberok 0bia cocnumanru3uposa 6 neduampu-
yeckoe omadenerue, 8 xo0e 00C1e008AHUSL Bbls8AEHA 2eMONU-
muyeckas anemust (CHUdCeHuUe YPosHs eemozrobuna do 602/,
8 dunamuxe — 0o 48 e/a, npoba Kymoca 4+), umerowas
MeHOeHYUK K HAPACMAHUK, 4mMo nompedoano nepesood
pebenKa 6 omdeneHue peaHUMAayUY U UHIMEHCUBHOL mepanui.
IIpu 06cnedosanuu 6bis181€HO: YUMOME2AN0BUPYCHAS UHGDeK -
yus 6 ocmpoii gase, 3po3usHbLi eacmpum, CUHOPOM buauap-
HOU QuCyHKYUU, KPUNMOPXU3M CHPABA, OMKPbIMOE 08AAb-
Hoe OKHO 2—3 MM, HapyuieHue M03208020 KPOBOOOPAaUjeHUs.
0—1 cmenenu, duaeonarvHas mpabexyia 6 NOAOCMU 16020
Jcenyoouxa, aneuonamus cemuamxu oooux eaas. Hoayuun
nepeausanue SpUmpoyUmapHoll Maccol, Kypc Heoyumomex -
ma, npeoOHU3010H GHympugeHHo 6 doze 30 me/ke ¢ nocaedy-
FOuUM nepesooomM Ha NEPOPANbHOe 88e0eHUE CO CHUNICEHUEM
003bl, AHMUOAKMEPUANBHYIO, UHPDYZUOHHYIO, CUMRIMOMAMU-
Yeckyr mepanuio (oauesas KUCioma, Kpeow, ypcoganvi,
gocanrrocens, momuauym, HeKcuym, ICAyMU3aH, ougu-
@opm) — ¢ noaoxcumensvroi ounamuxoii. [lo 9-mecsaunozo

603pacma no nogooy aymouMMmyHHOU eeMOAUMUYECKOl aHe-
MUU NPUHUMAA RPEOHU30A0H NEPOPAAbHO, 8 KOHMPOAbHBIX
AHAAU3AX KPOBU YPOBEHb 2eMO2A00UHA Yeeauuuacs 0o 133 e/a,
¢ danvHeluell menoeHyuell Kk cHuxcenuro 0o 81 e/a. Hanee
NOAYHAA BHYMPUBEHHDLL UMMYHOA00YAUH, YO CONPOBONCOA-
A0Cb HA 3-U CYMKU Mepanuu nosvluleHueM memnepamypol
00 ebpunbHbIX 3HAYEHUI, ¢ NOCACOYIOUUM pa3eumuem cy-
dopoe, Komopble Kynupoeaiucy 66edeHuem peianuymad.

Anamues 60ae3nu (ucmopus pazeumust SnNUAEHCUlL).
Ilebrom npucmynoe 6 eozpacme 1 eoda nocae gedpunbHoil
NPOBOKAYUU,; OMMeHeHbl (POKANbHBIE HEMOTNOPHbIE NPUCTTYNbL
¢ uacmomoii 3—4 npucmyna 6 dervs. BOM (6 6ozpacme 1 eo-
0a): 6 600pCcME0BAHU U 80 CHE PecUCMPUPYemCs PecUOHANb-
Has u duggysnas snusenmugpopmHas AKMUEHOCMb CPeOHUM
U 8bICOKUM UHOCKCOM, 8 UEeHMPAAbHO-8UCOUHOU 00aacmu
cnesa (C3—T3), peace — 6 npagvix 100HO-UESHMPANLHBIX OM -
sedernusx (F4—C4). Bo cue — npobeeu ougghysroii pummuy-
Holl bema-axmuenocmu. OOHOKPamMHO 80 CHe 3apecucmpu-
posan nammepH POKAALHO20 NPUCMYNA, UCX005Ue20
U3 Npagoil 8UCOYHOU obaacmu (PUMMUYHAS AKMUBHOCHb
mema-oduanaszona wacmomoii 5 Iy, amnaumyooii do 150 mk B,
daumenvrocmoto 25 ¢). Tloayuan resemupayemam, gpenobap-
ouman. B eospacme 1 e00a I mec npucoedunuaucsy cepuiiHvie
snusenmu4ecKue cnasmul ¢ yacmomoil 2—4 cepuu 6 cymxu
nocae Kaxcooeo cHa, boaee 10 npucmynog e cepuu, 8 sude
1€2K020 OMKUOBbIBAHUS 20408bl HA3A0, GbiMALUBAHUS 2Y0,
6cKuodbieanus pyk u Hoe. Ilpu nposedenuu BOM 3apecucmpu-
DpoBana MOOUGUUUPOBAHHAS SUNCAPUMMUS C PeOYUUPOBAH-
HbIM NAMMEPHOM «pa3psao—yeHemeHue» (puc. 1).

B eospacme 1 200a 2 mec ommeuanucs cepuiinblie MoHU-
yeckue ghaexcopHbie npucmynet, do 20 é cepuro, 6 psde cay-
Yaeeg cepuu 3aKaAHYUBAIOMCS NPUCIYNAMU OAUMEAbHOCHBIO
do 30—60 ¢ c 3amupaHuem, YUAHO30M AUUA, OCIAHOBKOU
83opa. Yacmoma — 2—3 cepuu 6 cymku nocae Kaxcooeo
npobyxucoenus. Tlonyuan gpernobapbuman. Ilpu dobasnrenuu
pygunamuda — 6e3 agpgpekma, pyunamuod ommenen. Aanee
noay4an gpeHobapbuman 6 KOMOUHAYUU C 8UAOAMPUHOM.

B eospacme 1 200a 4 mec pecucmpupoganuce snusenmu-
Yeckue Cnazmvl pazHoll UHMEHCUBHOCTU: 3aMUPAHUe C 3a6e-
denuem enas eeepx, 2 cepuu 6 cymku, om 9 do 35 cnazmos
6 1 cepuu. Mexcdy cnazmamu — opoasumenmapHvie aemo-
mamusmol. Tpu nposedenuu BOM (e 6o3pacme 1 20da 4 mec)
Decucmpupo8anacs CUHXPOHU3UPOBAHHASA 2UNCAPUMMUS.
Tloayuan eueabampun; 66ederue monupamama, OmmeHa na-
entogpepana. B danvreituem npu nposedenuu BOM pecucmpu-
pyemcss MOOUPUUUPOBAHHASL SUNCAPUMMUSL C AKYEHMOM
N0 BUCOUHBIM OMBEOeHUAM 16020 NOAYULAPUS, OUHAMUKA
noaoxcumenvras. B nacmosuwee epems coxpauaromes snu-
JAenmuyecKue Cnasmbvl, nPoooaNcaemes no0oop mepanuu.

B nespoaozuneckom cmamyce (1 200 2 mec): oxpync-
HOCMb 20106861 — 45 cM, OKpYICHOCMb epyou — 48 cm, boabuioil
poonuuox 2,0 x 2,0 cm. Yepenrole Hepewvl: 3pauKu pagHo-
MepHble, 3a npedmemom caedum ppaemenmapro. Hucmaema
Hem. Jluyo cummempuuno. H3vix no cpeduei aunuu. B dsu-
2amenvHoU cgepe: MoHyc Mol OUCmMoHU4eH, 6e3 1681l
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Puc. 1. Daexmposnyepanoepamma nayuenma 1: a — 600pcmeosanue: MyabmupecUOHANbHAs SNUNERMUPOPMHAS AKMUBHOCMY; 6 — COH: CYNPeCCUBHO-83DblE-
Holl hammepH — pa3psdsl Oud@y3Hoi SnUIenmugopmMHOil AKMUBHOCMU CMEHAIOMCS Nepuodamu ynaouerus 61U031eKmpuveckoll akmugHoCmu npoooadicu-
menbHocmuio 00 3 ¢

Fig. 1. Electroencephalogram of patient 1: a — wakefulness: multi-regional epileptiform activity; 6 — burst-suppression pattern — discharges of diffuse epilep-
tiform activity alternate with periods of flattened bioelectric activity lasting up to 3 seconds
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acummempuu. CyxoxucunbHble peghaexcol JHcusble, PagHOMepHble
¢ 2 cmopon. Tonosy He depaucum. Onopa Ha Ho2u CHUJICEHA.
MPT 20406n020 Mo32a 6 6o3pacme 6 mec: nepuger-
MPUKYAAPHAS NeUKOMANAYUS, 2UNO2eHe3Us MO30AUCTNO20
mena, cMewanHasn eudpoyedaius Ha QoHe KOpMuUKaIbHO-
CYOKOPMUKAAbHBIX AMPOPUHECKUX USMEHEHU.
Tenemuuecroe obcaedosanue: uckniowerv 6oae3HuU
obmena, 6 mom uucae bonesnu Kpaboe, [lomne, Pabpu, lowe,
Humana—Iluka, mykonoaucaxapudos I-eo u 2-eo muna.
Ilpu nposedenuu cexeenuposanus JTHK «Bonrvuas ne-
sponoeuyecKkas naneav» 6 aabopamopuu «lenomeo» vissne-
Ha deneyus xpomocomut 1. Tlockoavky cexeeHuposanue He 56-
ASIeMCsl CMAHOAPMHbBIM MEemMO0OM OUEeHKU 8apuayuil Konui
2eH08, 6 danvHeliulem Obia NPOGeOeH XPOMOCOMHbIL MUKDO-
mampuuHblii aHaau3, mapeemusli. Boisesena mukpodeseyus
yuacmka Kopomkoeo naeua (p) xpomocomwt 1 ¢ nosuyuu
849466 0o nosuyuu 8574972, 3axeamoeiearouyas pecuoHbl
1p36.33—p36.23 (OMIM: 607872). Pazmep deaeyuu —
7725506 n. 1. B danvheilwem epauom-zeHemuKom 0via noo-
meepicoeH OUazHO3: CUHOPOM deaeyli KOpoOmKo20 nie4a Xpo-
mocomot 1 — Ip36, 06ycaoenennbiii cnopaduueckoii mymauyuetl,
€ HUBKUM 2eHEMUYecKUM PUCKOM 015 HOMOMCMea podumeneil.

KnuHuueckuit cnyyai 2

Ilauyuenm 2, 4 200a. 2Kanobut na snusenmuveckue npu-
cmynbl (excedHe8Hble INUAenMUYecKie CRa3mbl, Yauje nocae
npobyxucdenus, do 10 npucmynog 6 detv), 3a0epiucKy Momop-
HO20 U NCUX0pe*e8020 pa3eumus.

Anamues wcusnu: pebeHok om noemopHoil bepemeHHo-
cmu (cmapuiuii noaycube 300pos), 2-x camonpous8onbHbIX
po0os. Ilpu poxcoenuu macca meaa 2650 e, dauna mena
48 cm, okpyacrHocms 201086t 33 cm, oueHka no wikane Aneap —
7/8 6annoe; obeumue nynogunoii. Ilocae poxcoenus cocmo-
sIHUe cpeOHell maxicecmu, KpuK caabbiil, MbluieuHas 2UNOMOHUSL,
peqprercol HOBOPOICOEHHO20 YMEPEHHO CHUMICEHbL. B meuenue
14 cym naxoouacs 6 omoenenuu namono2uu HO8OPOICOEHHHIX
¢ duaenozom: yepebparvras uwemus I—II cmenenu, 3adep-
Jcka eHympuympobroeo pasgumus niooa I cmenenu. Paz-
susaemcs ¢ 3a0eprucKoil: 20108y depxcum ¢ 3—4 mec, Havan
nepegopavueamscs 6 6o3pacme 0KoaA0 2 aem, cadumcs
¢ 2,5 e00a, 6 Hacmosiuee epems He xo0um, He 2oeopum. Ha-
cne0cm@eH bl AHAMHe3 He OMs20UEeH.

Anammues 6oae3nu (ucmopus pazeumus MUAENCUL).
Jlebrom npucmynog 6 gospacme 2 mec: 3KCmMeH30pHble MOHU-
yeckue cnazmol npu npobyxcdenuu. Ilpu nposedenuu 95T
(6 803pacme 2 mec) pecucmpupyromcsi pecuoHanbHoe 3ameo-
JeHue 8 1e60ll YeHmpaibHol obaacmu, snuienmugopmuas
aKmueHocmb 6 gude eOUHUYHBIX OCIPbIX BOAH C MEHOeHYell
K dugbghyznomy pacnpocmpanenuio (puc. 2a). Iloayuan eéans-
npoam (KOHBYAEKC) — NPUCIYNbL KYNUPOBAAUCH, PEMUCCUSL
coxpansnace ¢ 2 do 7 mec. B nepuod pemuccuu yayuuiunoce
passumue — Hay4uacs nepegopavueamocs, Opamo UepyuKu.
B 603pacme 6—7 mec ommeuena ocmaHo8Ka u pezpecc paz-
eumus. B eozpacme 7 mec 603nuk peyudus snusenmuuecKux
CRAa3mo8; NPUCMYNblL B03HUKAAU € YACMOMOIL 00 HECKOAbKUX

decsamko06 6 cymku, nocae npobyycoeHus. Ycmarnoeaen duae-
H03 cuHdpoma Becma ¢ mpancgopmayueii 6 cumnmomamu-
YeCKYH0 MYAbMUPOKANBHYIO SNUACNCUI Y PeOeHKA ¢ 0emCKUM
yepebpanvuoim napasuuom (L) (amonuvecku-acmamu-
yeckas gopma) u XpomocomHou namonoeuei Ip36.

IIpu nposedenuu BOM 6 éozpacme 1 eoda pecucmpupo-
641ACh MYALMUPELUOHANbHAS INUACHMUPOPMHAS AKMUB-
HOCMb 8 UECHMPANLHO-MEMEHHO-8UCOUHOIL, N0OHO-UeHMPanb-
HO-BUCOYHOU, 3AMbLIOYHO-BUCOHHOU 00aaCmU Ccnpasa
U creea c anuzodamu «paspsao—yeHemerue» (puc. 26). 99T
6 6ospacme 1 eoda 2 mec: 6 ponoeoil 3anucu npeobaradaem
Me0AeHHOB0IH08AS1 AKMUBHOCMb, HAUOOAee GbIPANCCHHAS
6 MeMeHHO-YEeHMPAAbHOU 00AacCmU, GbICOKOAMNAUMYOHAS
mema-akmuseHocms. Pecucmpupyemcs snusenmugpopmmas
AKMUBHOCMb 8 UOE eOUHUYHBIX OCIPBIX 801H, KOMIACKCO8
ocmpas — Me0AeHHAsl B0AHA 8 N0OHO-BUCOUHOU U 3AMbLAOY -
Holl-memenHoll obaacmsx, buramepanvro. [llammepu moou-
@uyuposarnuoii euncapummuu (puc. 28, 2). Ilpu nposedenuu
B3M 6 6o3pacme 3 nem coxpansemcs nammepH Moouguuu-
DOBAHHOLL UNCAPUMMULL.

Dapmaroaoeuneckuii anamues. Barvnpoam (Oenaxun) —
obe3 3¢hgpexma,; nobouHbie 3ghghexmoi 8 8ude 8A0CMU U COHAU-
eéocmu. Tonupamam (monamakc) — 6e3 agpgpexma. Bueabam-
DUH — aeepasayus NPUCMynos; 6030yicdenue, 6echoKoicmeo,
Hapyuwenue cha. Om danvHeliueeo neveHus (0biaU peKomeH-
dogarbl eudpokopmusoH, genobapbuman, nepamnanen, Ke-
moeeHHas duema) pooumenu OMKA3AAUCL, MAK KaK Heea-
TUBHO OMHOCAMCA K MEOUKAMEHMO3HOU mepanuu, He 8U0sm
agghekma 6 OMHOULEHUU NPUCIIYRO8 U CHUMAIOM, MO NPO-
MuUBOCYOOPOICHDIE NPENAPAMbl <MOPMO3SAMY» PA3GUMUE pe-
benka. O6cyncoanace 603MONCHOCMb NPEXUPYPUHECKO20
00cAed06anus, 0OHAKO ¢ yHemOoM MUKPOOCACUUOHHOO CUH-
O0poma u MyabmupeeuoHanbHOU SNUACNMUDOPMHOU aKMUE-
Hocmu no daunbim DT xupypeuueckoe nevenue snuiencuu
He 0bl10 PeKOMEHO0BAHO.

Heepoaoeuneckuii cmamyc (8 éo3pacme 3 200a 6 mec):
macca meaa — 14 ke, pocm — 96 cm (50—75 yen), okpyuc-
Hocmb 201086l — 46 cm (<3 uen), mukpouegpaaus, eycmole
Oposu, cuHOGpU3, 2UNONAA3US BePXHel] HeAtOCMU, KOPOMKULL
Hoc, eunonaasus moutonku. Konmaxm c pebenkom oepanuyen,
UHCMPYKUUU He BbINOAHSEM, NPOU3BOAbHOO CACHCEHUS HEM.
Yepennvie HepebL: AUYO CUMMEMPUYHO, 2A0MAHUe He Hapy-
werno. B dsueamenvHoil cghepe: mbiuieuHblii MOHYC CHUNICEH,
ooavuue 6 Hoeax. CyxoucunvHvle pepiexcol CUMMEMPUHHbL.
Acmasus-abazus. B noaodcenuu Ha scueome yoepiicueaem
20108y, ONUPAEMCS HA PYKU, Nepeeopaueaemcs Ha 00K, peoxo —
Ha scugom. Qenomun nayuenma npedcmaenet Ha puc. 3.

MPT 204061020 M032a: He3a6epuIeHHAS MUCAUHUZALUS
benoeo gewecmea.

Tenemuueckoe uccaedoeanue: c nomoupo memooa
MaHOeMHOU MAcc-CReKmpoMempuU UCKAHEHbl HACAeCH -
6eHHble AMUHOAUUOONAmMUU U OpeaHu4ecKue ayudypuu;
UCKAHOHEHA CNUHANbHAS MbIUEYHAS ampogus.

Ilpu nposedenuu cpasHumenvHoll 2eHOMHOU eubpuou3a-
yuu (HUHU eenemuxu e. Tomcka) evisasirena muxkpodeneyus
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Puc. 2. Dnexkmposnyegpanoepamma nayuenma 2: a — pecuoHaibHoe 3ameo-
JleHUe 6 NeB0ll YeHMPAaAbHOU obaacmu, SNUAeNMUPOPMHAS AKMUBHOCTb
6 8uU0e eOUHUMHBIX OCMPBIX B0AH ¢ MeHOeHyuell K dughghysHomy pacnpocmpa-
HeHUI; 6 — MYAbIMUPELUOHANbHAS INUACNMUPOPMHAS AKMUBHOCMb 6 UeH~-
MPanbHO-MEMEHHO-BUCOYHOU, N0OHO-UEHMPANbHO-BUCOHHOU, 3AMbIIOHHO-
BUCOYHOL 0baacmu cnpasa u cAeéa ¢ 3NU300aMu «paspsio—yzHemeHue»;
6 — 6 603pacme 2 mec: SNUAENMUPOPMHAS AKMUBHOCY 8 8UOe eOUHUHHBIX
0CMpbIX 80H ¢ MeHOeHyuell K OUGQY3HOMY pacnpocmpaHeHuio; e —  603-
pacme 1 200: myabmupe2uoHanbHas INUNENMUPOPMHASL AKMUGHOCMb 8 UeH~-
MPanbHO-MEMEHHO-BUCOYHOU, N0OHO-UEHMPANbHO-BUCOHHOU, 3AMbIIOHHO-
BUCOYHOLL 001ACMSX CNPABA U CAeéa

Fig. 2. Electroencephalogram of patient 2: a — regional slowing in the left
central region; epileptiform activity represented by single sharp waves with
a tendency to diffuse propagation; 6 — multiregional epileptiform activity
in the centroparietotemporal, centrofrontotemporal, and occipitotemporal
areas in the right and left hemispheres with burst-suppression episodes; 6 —
at the age of 2 months: epileptiform activity represented by single sharp waves
with a tendency to diffuse propagation; e — at the age of 12 months: multi-
regional epileptiform activity in the centroparietotemporal, centrofrontotem-
poral, and occipitotemporal areas in the right and left hemispheres

43

| CLINICAL CASE

HABNIWAEHE

s KO MHWUWYECKOE



HABNWAEHE

KONMWHWUYECKOE

44

PYCCKUN

wssis' IETCKOM
HEBPOAOT UM

Puc. 3. @enomun nayuenma 6 6ozpacme 3 nem
Fig. 3. Patient’s phenotype at the age of 3 years

1p36.33—p36.32 (cundpom muxpodeseyuu Ip36). Y podumeneii
O0aHHas MUKDPOOeaeyUs: He 0OHAPYICeHa.

Knunuyeckunn cnyyaii 3

Ilauuenm 3, 6 nem. 2Kanobwt Ha pebpunvrsie cydopoeu,
3a0epruCKY pazeumus.

Anamues xcusnu: pebeHok om 1-x gusuonoeuueckux cpou-
HbIX OblcmpbIX p0008, Macca meaa npu poxcdenuu 2470 e,
oyenka no wkane Aneap — 8/9 6annos. Ilocae posxcoenus
ommeuanacy evipaxcenHas esnocmo. Ilpu nposedenuu Heii-
POCOHO2PADUU OUAZHOCMUPOBAHO BHYMPUNCENYOOUKOE0E
kposouznusnue 11 cmenenu. Kopmaenue uepes 3010 6 meuerue
2 Hed. [luaenocmuposarna pacuenuna msaekoeo Héoa. o 1,5 mec
Haxoouacs 6 omoeneHuU NamoNo2UU HOBOPOICOCHHBIX C Ou-
aeno3om uepebpanvhoil uuwemuu Il cmenenu. Ommeuanuco
cpbvleuganust, naoxo npubaensin é macce. /o eozpacma 2,5 2o-
0a en moavbKo npomepmyio nUULy, 8 OdabHeluleM nocie Kypea
Ko2umyma, Ha (hoHe peyasapHbixX 3aHAMULL ¢ 1020ne00M, HA-
yan aceeamsv. Momoproe pazgumue: 20108y HA4AA 0ePHCAMb
¢ 7—8 mec, 6cmasan Ha vemeepenvku 6 10 mec, ¢ 10 0o 15 mec
Haxoduncs 6 wiune Bunenckoeo, camocmosmenvHo cadumces
c eo3pacma 1,5 2o0a, ecmaem ¢ kposamke c 1,5 eoda, camo-
cmosimenvHas xodvba — ¢ 4 sem. B nacmoswee epems om-
Meuaromces Heycmoiuueocms npu xoobvoe, Yacmole NA0eHUs;
COXPAHACMCS HEA0BKOCHb MEAKOU MOMOPUKU, 00HAKO CAMO-
CMOAMENbHO ecm A0JCKOIL, uepaem uepyuikamu. Peuesoe
paszeumue: 2080pUM HECKOAbKO CA0208bIX CA08 («MamMa»,
«nana»). Peub nonumaem na 661mogom yposHe, @binoaHaem

npocwvbbl, obuaemes wcecmamu. Pazeumo noopaxcanue. Ilo-
ceujaem demckuil cao (8 conpogoycoeHuu Mamol), K 3aHAmMu-
am npuesexaemcs. Obwaemes xcecmamu. 3Haem ysema,
gopmbL, pazmepsl, koauuecmao. Con 6ecnoKoiiHblil, ommeua-
emcs axkmayus. Hasviku onpamuocmu 6 cmaouu ghopmupo-
eanus (¢ 5 aem). Yuumcs odeeamoca. Ilpueum no unousu-
dyaavHomy Kaaendapr. CucmemamuvecKku noayyaem
paszeusaroujue 3auamus (102oned, deghekmonoe, ncuxonoe),
deueamenvryr peabusumayuio (nevedHas Quskyrbmypa,
3anamus Ha mpenaxcepax «Kopeum», «Momomed», unno-
mpenaxcepe).

Anusenmuueckue npucmynst. B éospacme 14 oueii
Ha gore auxopadku (8upycHasi UH@eKuus) 03HUK pedpunb-
HO-npogoyUpyemblil npucmyn (2eHepaiu308aHHbIH MOHUKO-
KaoHu4eckuil). B danvHeiiuiem nosmopunoce 3 gheOpusbHuIX
npucmyna Ha ¢oHe gupycHbix ungexyuii ¢ eospacme 1,5;
2u 3 eoda. ADII ne noayyaem.

Heepoaoeuueckuii cmamyc (6 6o3pacme 6 aem): mac-
ca meaa — 16 ke, pocm — 105 cm, okpyscHOCMb 20410661 —
47,5 cm. Yepennole nepebi: auuo cummempuyro. Iunoenamus.
Tunomonusa mviuy peuedsucamenvHo2o annapama. 3k
N0 cpeOHeil AUHUU, HANPSIJICEH, POM YACHOo OMKPbIM. 3ampyo-
HeHo dvixaHue uepe3 Hoc. Canusayus ycusena. B osueamens-
HolUl cghepe: MbluleUHbII MOHYC NOBbIUEH 8 OUCMANbHBIX
omadenax HUMCHUX KoHeyHocmeil 8 addykmopax bedep. Cyxo-
JHcUNbHbLE peghaeKChbl CHUNICeHbL, 6e3 pas3Huybl cmopoH. Xodum
CamocmossmensHo, Ha WUPOKO paccmasieHHbiX Ho2axX, ceaa-
JceH NOACHUHHBLI A0p003, ONOPA HA 8ANb2YCHblE CHONbL.
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He moxcem npvieams. Ilpu ocmompe KoHmakmeH, 3nemMeHmbl
CcmMepeomunHo2o noeoeHusl.

BIM oneenoeo cua: ocrosrnas axmusrnocms — 8,0—8,5 1y,
B cocmosnuu 60dpcmeosanus snusenmugopmHoll aKmueHo-
cmu He 8bisieneHo. Bo cue pecucmpupyromes mednreHH080AHO-
8ble AKyeHmMyauuu 6 npaeoil u Aeoil 100HO-UeHMPaIbHOU
obnacmu; eOuHU4Hble NUKU amnaumyadoii do 90 mk B — 6 aegoil
3amblA04HOU obaacmu.

MPT 204061020 Mo32a: pacuuperie cyoapaxHouoans-
HbIX NPOCMPAHCME 8 BUCOYHBIX omOdenax. Jlelikonamus.

Tenemuueckoe uccaedosanue: npu nposeoenuu xpomo-
COMHO020 MUKPOMAMPUHHOR0 AHAAU3A BbIAGACHA MUKPOOene-
yus Kkopomioeo naeua Ip36.

Bce 3 onncaHHBIX KIMHUYECKUX CIIydast OObeAUHSIET
CcoYeTaHME SIMICIITUYECKUX IIPUCTYTIOB 1 3aIePXKKH TICH-
XIYECKOTO M MOTOPHOTO pa3BUTHsL. [1posiBIeHIS SITIeTicCun
BapbUPYIOT OT TSLKEJI0M (hOpMBI C a0COTIOTHO PE3UCTEHTHBI-
MM K Teparuy SIMWICTITUISCKUMU cria3MaMu (ciydan 1 u 2)
IO JIETKOTO TEUCHMS, C PA3BUTHEM IIPHCTYIIOB TOJIBKO Ha (po-
He JIMXOPaIKK TIPH BUPYCHBIX MH(MEKIMSIX. BeposiTHO, pa3-
JIAYMSI TI0 TSDKECTY TEYSHHS SIJICTICUI MOTYT OBITH CBSI3aHBI
C Pa3IMIHON IIPOTSKEHHOCTHIO MYTaLIHM.

VY Bcex meTeit oTMedaeTcs 3aiepiKKa IICHMXOPEeUeBOro
pa3BuTus. B oTHOmEeHN manyeHToB 1 1 2 MOXHO TIpe/-
ImoJIaraTh, 4YTo Ha (poHE SMISIITUYECKON SHIIe(haIoIaTh
3alepKKa pa3BUTUS YCYTYOJISICTCSI PE3UCTEHTHBIM Tede-
HHUEM SIMWICTITUYSCKUX IIPUCTYIIOB U IMIPOAOJIKAIOIIINMU-
cs AIWIeNTU(MOPMHBIMU pa3psaaMy M0 TaHHBIM D3I,
IManmenTs! 1 1 2 He TOBOPAT, HE TTOHMMAIOT OOpaIleHHYIO
pedb, He BBIMOJHSIOT JaXe IIPOCThIe MHCTPYKIIUM, Y HUX
He cOopMHUPOBAHO CaMOOOCTY:KMBaHKUe. Y MallMeHTa 3,
HaIIpOTUB, CAMOOOCTYXKMBaHIE 1 UTPOBAS NESITCIIHHOCTD
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