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Myxammaooe Hypuooun Ackapoeuu
CneyuanuzupoanHulil HayYHO-NPAKMUYECKUL YeHmpP HeUpoXupypeuu u Heupopeaouiumayuu npu
Camapxanockom Meouyunckom Yuueepcumeme

PROTEUS-LIKE CHHJIPOM ¥ PEBEHKA PAHHEI'O BO3PACTA C 5
JEBOCTOPOHHEN T’EMUMET AJTDHIE®AJTIUEN U ®PAPMAKOPE3UCTEHTHON
SMUJIEINCUEN: KIMHUYECKUM CJIYUYAHR

Beenenne. CuniapoMm IIpoTes OTHOCHTCS K PEIKHM CHOPAJIMYECCKHM T'€HETHYCCKUM
3a005IeBaHUsM, OOYCIIOBJICHHBIM COMATHYECKHMMH MyTanusMu de novo M XapaKTepU3YIOIIHMCS
MO3aWYHBIM TMMOPAKEHUEM TKAHEH C MPOrpecCHPYIONIMM aCHMMETPHUYHBIM pocToM. KimHudeckas
JTMArHOCTHKA CHHIpPOMA 3aTPy/IHEHA BCIEIACTBHE (PEHOTUIMHUYECKOrO MOIUMOp(hHU3Ma U CXOJCTBA C
JIPYTUMH OBEPIPOy-CHHApPOMaMHU. B craThe mpeacTaBieHO KiIuHHUYECKoe HaOmoaeHue Proteus-like
CUHpOMa y peOEHKAa paHHETO BO3pacTa ¢ TSHKEIBIM BPOKIEHHBIM TOPOKOM PAa3BUTHS TOJIOBHOTO
MO3ra — JICBOCTOPOHHEH reMuMeraidHiedanniei, ocIoKHEHHON (hapMaKope3nCTEHTHON (hOKATbHON
SIHJIETICUEH. Omnucanbl JTaIlbl JIUArHOCTHUKH, pe3yIbTaThI HEHPOBU3YaTH3AIIHH,
HEHPOXHPYPrHUECKOIo JeUeHUs (AaHAaTOMUYECKask FTeMUC(PEPIKTOMHUS ), THHAMUKA HEBPOJIOTHYSCKOTO
cTaryca U COMAaTHYECKOTO COCTOSHUS IMaleHTa Ha (JOHE MHTEPKYPPEHTHOW BUPYCHOW HH(EKITHH.
[IpencraBneHHbI ciydail MOAYEPKUBACT HEOOXOAUMOCTh MYJIBTHAMCIUIUIMHAPHOTO TIOAXO/1a,
paHHe# quddepeHINaTbHON JUATHOCTUKH U JUTUTEILHOTO HAOIIOICHUS MMAIMEHTOB C IMOA03PEHUEM
Ha Proteus/Proteus-like cuHapOM /ISl yAYYIICHUS POTHO3a U KAUeCTBA JKU3HH.

KawueBble ciaoBa: cunapom Ilpores, Proteus-like cuampom, remumeramHiedanus,
(hapMaKope3uCTEHTHAS UJICTICHS], TeMUCPEPIKTOMUS, BPOXKIEHHBIC TTOPOKU PA3BUTHS, IETH
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Abstract. Proteus syndrome is a rare sporadic genetic disorder caused by postzygotic de novo
somatic mutations and characterized by mosaic tissue involvement with progressive asymmetric
overgrowth. Clinical diagnosis remains challenging due to significant phenotypic heterogeneity and
overlap with other overgrowth syndromes. This article presents a clinical case of Proteus-like
syndrome in an infant with a severe congenital brain malformation—Ieft-sided hemimegalencephaly—
complicated by pharmacoresistant focal epilepsy. The diagnostic process, neuroimaging findings,
neurosurgical management including anatomical hemispherectomy, and postoperative neurological
outcomes are described. Special attention is paid to the disease course during an intercurrent viral
infection. This case highlights the importance of a multidisciplinary approach, early differential
diagnosis, and long-term follow-up in children with suspected Proteus/Proteus-like syndromes to
optimize prognosis and quality of life.
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CHAP TOMONLAMA GEMIMEGALENSEFALIYA VA FARMAKOREZISTENT
EPILEPSIYA BILAN KECHUVCHI PROTEUS-LIKE SINDROMI BO‘LGAN ERTA
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Samargand davlat tibbiyot universiteti huzuridagi Neyroxirurgiya va neyroreabilitatsiya
ixtisoslashtirilgan ilmiy-amaliy markazi

Annotatsiya. Proteus sindromi de novo somatik mutatsiyalar bilan bog‘liq bo‘lgan kam
uchraydigan sporadik genetik kasallik bo‘lib, to‘qimalarning mozaik zararlanishi va progressiv
assimetrik o‘sishi bilan tavsiflanadi. Klinik tashxis qo‘yish fenotipik xilma-xillik va boshga
overgrowth sindromlari bilan o‘xshashligi sababli murakkabdir. Ushbu maqolada erta yoshdagi bolada
chap tomonlama gemimegalensefaliya bilan kechgan va farmakorezistent fokal epilepsiya bilan
asoratlangan Proteus-like sindromining Kklinik holati taqdim etiladi. Diagnostika bosgichlari,
neyroimaging natijalari, neyroxirurgik davolash (anatomik gemisferektomiya) va operatsiyadan
keyingi nevrologik holat dinamikasi yoritilgan. Klinik holat Proteus/Proteus-like sindromiga gumon
gilingan bolalarda multidisipliner yondashuv, erta differensial diagnostika va uzoq muddatli kuzatuv
zarurligini ko‘rsatadi.

Kalit so‘zlar: Proteus sindromi, Proteus-like sindromi, gemimegalensefaliya, farmakorezistent
epilepsiya, gemisferektomiya, tug‘ma miya nugsonlari, pediatriya

Beenenne. B nocneanue necsatunetys B OOJIbIIMHCTBE CTPAaH MUpPa OTMEUaeTcs yCTOWUYMBas
TEHJCHIMS K YBEJTMYEHHUIO YaCTOThI BPOKIEHHBIX IOPOKOB Pa3BUTHUS y JETCKOro HaceneHus. [lanHas
pobJeMa UMEET BBICOKYIO MEAUKO-COLUAIbHYIO 3HAUUMOCTb, IOCKOJIBKY HEPEKO MHO)KECTBEHHBIE
BPOKJIEHHBIE AHOMAJIUH Y JIeTel 00yCIOBIE€HBl XPOMOCOMHBIMU U T€HHBIMH HapYIICHUSIMU, TIPU 3TOM
B MOJABISIOLIEM 4HuCle cilydaeB peub uAET o myrauusx de novo [1]. Iloxg myramueit de novo
[IOHUMAIOT T€HETUYECKOE U3MEHEHHE, BIIEPBHIC BO3HUKILIEE Y KOHKPETHOTO MHIAUBUAYYMA BCIIEJCTBUE
MYTAI[MOHHOTO COOBITUS B TEPMUHATUBHBIX KJIETKaX OJHOTO U3 poauTeleil MO0 Ha paHHUX CTAAMSIX
sMOpuroreHesa nocie omnjaooTBopeHus. [1og00HbIe MyTallMOHHBIE IPOIIECCH] MOTYT JIEXKATh B OCHOBE
TSKENBIX BPOKACHHBIX 3a00JieBaHMM LEHTPAJbHOW HEPBHOW CHCTEMBI, BKIIIOYas paccTpOMCTBa
AyTUCTUYECKOTO CIEKTpa, OSNUJICNTHYECKHE CHUHAPOMBIL, MHU30(ppeHn0 u japyrue  (HopMel
HEUPONICUXUYECKOU MAaTOJIOIUH.

Cunpgpom IlIpotes (CII) oTHOCHTCS K Ipynme pelKUX CHOpaJuyecKuX FeHeTUYecKuX 3a00jieBaHul ¢
MO3aWYHBIM XapaKTEPOM IMOPAKEHUS U 3HAYUTEIbHBIMU TPYAHOCTSAMHU MOJIEKYJIIPHO-TEHETHYECKON
Bepudukanuu [2—-6]. PacnpocTpaHEHHOCTh /aHHOW MATOJIOIMM OLEHUBAETCS KaK MEHEe OJIHOTO
ciaydyasd Ha 1-1,2 muiH Hacenenus. Ilo maHHBIM MHMpOBOM JMTEpaTyphl, K HACTOSALIEMY BPEMEHH
onucaHo HemMHorum 6ozee 100-120 xknuHMueckux HabOmoaeHui cuHzapoma [Ipores y mamueHTOB
neTckoro Bo3pacra [7]. Bnepssle 3a0osieBanue OblI0 cucreMaTn3upoBano 1 onucaHo M. M. Cohen u
P. W. Hayden B 1979 roay [8]. CoriacHo coBpeMeHHBIM TpejacTaBieHusM, B ocHoBe CII mexut
JeTallbHasl JOMUHAHTHAs! COMaTH4eCcKasi MyTalus, BOSHUKAIOIAs HA TIOCT3UTOTHOM CTaIuU Pa3BUTHS
SMOpUOHA, YTO OOBSCHSIET MO3AaWYHBIH XapakTep KIMHUYECKUX MPOSIBICHUA U BBIPAXKEHHYIO
acUMMeTpuio rnopaxeHuil. KnuHuueckas kaptuna cuHzapoma IIpores mMeeT cXOACTBO € psAIOM
HACJIEICTBEHHBIX 3a00JIEBaHUN JIE€TCKOrO BO3pPAcTa, YTO HEPEAKO 3aTPYAHSIET PAHHIOK TUATHOCTHKY
[6, 9, 10].

Hns CII xapakTepHO MpPOrpecCUpylollee, ACHMMMETPUYHOE pa3pacTaHUWE pa3IUYHbIX TKaHEH
OpraHu3Ma, BKJIOYass KOCTHYIO, COCIUHHUTEIbHYIO, JXHUPOBYIO M snuaepMmaibHyto. HaumbGonee
TUMUYHBIMU MPOSIBICHUSMHU SBJISIOTCS aCUMMETPUYHAs MaKpPOJAKTUIIMS, COETUHUTEIbHOTKAHHBIE U
SMHJIEpPMaIbHbIE HEBYCHI, BPOXIEHHBIE COCYAMCThIE MalibopMaluy (KanuwUIIpHbIE, BEHO3HBIE,
apTepuanbHble U TUM(aTHUYEeCKne), a TaKXkKe THIIepOcTo3 KocTel uepena [6, 11-13]. 3aboneBanue, kak
MPaBUII0, MAHU(PECTUPYET HE TIPHU POKIICHUH, a B BO3pACTE OT 6—18 MecsI11eB KU3HH C MOCISTYIOIUM
OBICTPBIM TIPOTPECCUPOBAHMEM MATOJOTMUYECKOTO0 pocTa TKaHeH. XapaKTepHbIM KIMHUYECKUM
MIPU3HAKOM CUMTAETCSl TaK HA3bIBAEMbIH «CHUMIITOM MOKACHHa», BKJIIOYAIOLIUI JIMIIOMAaTO3 MWIIH,
HaNpOTHB, OYAroByl0 aTpOo(HIO KUPOBOH TKaHH, MHOXKECTBEHHBIE COCYAMCThIE Maib(opmaru,
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ACUMMETPUYHBI POCT CETMEHTOB Tela 3a CUET KOCTHOW TKaHHU, MPOTPECCUpPYIOLIee YBEIUYEHUE
HEBYCOB, a TAKXE KUCTO3HbIC U3MEHEHUs JIErOYHOM TKauu [1, 2, 6].

B kauecTBe MIUTIOCTpanuu MpEACTaBIsETCS KIMHUYECKUN ciydalt cuniapoma [lpotest y pebénka B
Bo3pacte 1 rona 9 mecsues, NpoTeKkaBmero Ha GoHe BPOXKAEHHOTO MOPOKA Pa3BUTUS TOJIOBHOTO MO3Tra
— JIeBOCTOpOHHEH remumMeramHiedannu. B pabore oTpakeHbl OCHOBHBIE STalbl JUATHOCTHKHU
cuapoma IlIporesi, KIMHUYECKHE OCOOEHHOCTH TEUYEeHHs 3a00JeBaHMS, a TAKXKE pE3yIbTaThl
JUHAMHYECKOTro HaOIIOICHUS 32 MAllHEeHTOM.

Knunnueckuii ciydaii. Pe6énok E., B Bozpacte 1 rona 9 mecsies, ObU1 TOCIUTAIN3UPOBAH B IPUEMHOE
ornenenue OI'BY3 «Jlerckas oOmacTHas kiamHUYeckas OonpHULA» T. benropoma 28.02.2017 r. ¢
*ajno0aMy Ha TOBBILICHUE TeMIlepaTyphl Tena a0 38,2 °C, ManonpoyKTUBHBIN Kallleib, CIU3UCTO-
CepO3HbIe BbIACNEHUSI M3 HOCOBBIX XOJ0B. M3 aHamHe3a 3a00jeBaHUs YCTaHOBIIEHO, YTO PEeOEHOK
3a0ojen mpUONM3UTENBHO 32 6—7 THEW 10 MOCTYIUICHHS TOC/IE€ KOHTAKTa C WICHOM CEMbH,
MepeHEcumM  OCTpYl0  pecnupaTopHyto uHpeknuio. JlebroT 3aboneBaHHs COMPOBOXKIAICS
(bebpunpHON Jmxopaakoi g0 38,7 °C, CyXxuM KamuleM W BBIPAKCHHOH 3aJI0KCHHOCTBHIO HOCA.
Y4acTKOBBIM MEAHATpOM ObUIO Ha3HAYeHO aMOylaTOpHOE 3TUOTPONHOE U CHMITOMATHUYECKOE
JICYEHUE C MCIIOJIb30BAaHUEM IMPOTHBOBOCHAIUTENbHbBIX, IPOTUBOBUPYCHBIX M aHTUOAKTEPUATIbHBIX
MpernapaToB B BO3PACTHBIX JO3MPOBKax (MOympodeH-nmapameraMmoll KOMOMHUPOBAHHBIN Mpernapar,
PEKOMOMHAHTHBIA WHTEPPEPOH, A3UTPOMHIIMH, KAapOOLUMCTEHH), OAHAKO KIMHHYECKOTO 3(deKTa
MOJIy4eHO HEe OBLIO.

Ha norocnuransnom atane, 26.02.2017 r., peOEHKY BBIMOIHEHO PEHTTEHOJIOIMYECKOE HCCIIEIOBAHUE
OpPraHOB TPYIHOW KIETKU, MO pe3ylbTaTaM KOTOPOTO BBHISBICHBI MPU3HAKH BOCHAIUTEIBHBIX
M3MEHEHUH OPOHXHMAJIBHOTO JIEPEBA, COOTBETCTBYIOLUE KAPTUHE OCTPOro OpoHXUTa. B TOT e neHb
MpOBeIcHa KOHCYJIbTAIHSI OTOPUHOIIAPUHT0JIOTA, M0 3aKJIFOUYEHUIO KOTOPOTO IUarHOCTUPOBAH OCTPHIi
JIEBOCTOPOHHUH CpeTHUI OTUT Oe3 Mpu3HaKoB nepdoparyn 6apabaHHONW NEPETOHKH.

W3 anamHe3a *U3HU U3BECTHO, YTO PEOEHOK POXKIEH OT MEpBOil OEPEMEHHOCTH U MEPBBIX POJIOB.
BepemMeHHOCTB MpOTEKaNa ¢ OCIOKHEHUSIMH B BHJIE TOKCHKO032 JIETKOW CTENICHN, aHEMHIH OepeMEHHBIX
Ha NPOTSHKEHMM IPAKTUYECKH BCETO TIECTAlMOHHOIO MEPHOAA, SIU30J0B YIpo3bl IPEPHIBAHUS
OepemeHHocTH Ha cpokax 21 wm 33 Hemenb, a TakkKe XPOHUYECKOH (heToraleHTapHOU
HeZ0CTaTOYHOCTHU. [0 TaHHBIM IEPBOTO ¥ BTOPOTO YJIBTPA3BYKOBBIX CKPUHUHIOB 3HAYMMBbIX IOPOKOB
Pa3BUTHS BBIABICHO HE ObT0. OHAKO TIPH MIPOBEICHUH TPETHETO MPEHATATBHOTO Y 3-UCCIIeI0BAHUS
Obuln  OOHapyXeHbl  BpPOXXACHHBIE  aHOMAJWM  pa3BUTHSA:  Makpouedanus, 0o0bEMHOE
CyIpaTeHTOpUaJbHOE 00pa3oBaHUE JIEBOTO IMOJYIIAPUS TOJIOBHOTO MO3ra, OJHOCTOPOHHSS
OKKJIFO3MOHHAs Tuapouedanis, aCHMMETpHUs JHIIEBOTO Yeperna, IByCTopoHHee rujpouene. Ha cpoke
34-35 Hemenb recranmu OepeMeHHas Oblla KOHCYJIBTHPOBaHAa B CIENHMAIH3HpOBaHHOM LleHTpe
MeauLUHBl mioAa (r. MockBa), rie OblIM JaHbl PEKOMEHJAIMK 0 TaKTHKE pPOJOpa3pelieHus U
[TOCTHATaJIbHOIO HAOJIIOICHUSI.

Popp! mponzonuim B cpok, ONEPATUBHBIM IIyTEM — SKCTPEHHBIM KECAPEBBIM CEUEHUEM Ha CpOKe 38—
39 Henenb GepeMeHHOCTH. B pomax oTmeuanoch TpolHOE OOBHUTHE MYNOBUHBI BOKPYT LIEW IUIOJA,
OKOJIOIUIO/IHBIE BOJBI MMEIM MEKOHHaJbHOE OKpallnBaHue. Macca Tena peGEHKa MpU POKICHUU
cocraBuia 3900 r, nnuHa Tena — 55 cM. Onenka no mkaine Amnrap — 7—8 OamioB. CocrosiHue
HOBOPOXKJIEHHOTO PACIIEHUBAIOCh KakK TskENoe: (U3MOIOTHUECKUE pedIieKChl ObUIM CHHUXKEHBI,
OTMEeYaJlach BBIPAKEHHAs aCUMMETpHs JHIa 3a CUET THMIepTpoGUuu MATKUX TKaHEH JIeBOM IIEKH,
MBIIIEYHAasi TUTIOTOHUS IPEUMYIIECTBEHHO B HKHUX KOHEYHOCTSIX.

Ha 5-6 cyrku xu3HHM peOEHOK ObUT mepeBei€H B OTAEICHHE MaTOJIOTUH HOBOPOXKAEHHBIX U
HenonomeHubix nereit JIOKbB, rae nHaxoawics moa HaOII0IEHUEM U JICYCHUEM B T€UEHUE OKOJIO ABYX
Hezenb. [1o pe3ynbraTaM KOMIUIEKCHOTO 00ClieIoBaHMsI ObUT YCTAaHOBJICH CIEAYIOIIUN KIMHUYECKHUHA
JMarHO3: HEOHATAJIbHAsl TUIEPOMIMPYOUHEMHS, CHHAPOM Je3aJanTallid CEepJIeYHO-COCYIUCTOM
CUCTEMBI, IIpe- U NEpUHATAIILHOE ITOPAKEHUE LIEHTPAIIbHON HEPBHOM CUCTEMBI CMELLIAHHOTO TE€HE3a B
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MOJIOCTPOM MEPUOJE, CHHIPOM MBIIIEYHO-TOHYCHBIX HapylleHui. BpoxkienHas aHomanus pa3BUTHS
TOJIOBHOTO MO3Ta: IK33HIE(anus JeBOi reMucgepbl, BHYTPEHHS JIEBOCTOPOHHSSI OKKITIO3MOHHAS
ruapouedanus. Cungpom Ilpotes. Manbie anHoManuu pa3BUTHS cepAlia (OTKPHITOE OBaJIbHOE OKHO
auaMeTpom okoiio 4,0 MM, aHeBpH3Ma MEXIIPEICEPIHON MTEPETOPOIKH, TOTIOIHUTEIbHBIE TPAOSKYIIbI
JIEBOTO >Keinynouka). BuyrpuyrpoOHas mHpekuus: cTapuiIoKOKKOBBIM THOMHBIN KOHBIOHKTUBUT B
CTa/lu1 PEKOHBAJIECLICHIIUH.

C nByxMecs4HOro Bo3pacTa y peOEHKa Haualu perucTpUPOBATHCS €XKEIHEBHbBIC MapOKCU3MaIbHbIC
COCTOSIHUS 110 THUITY WH(MAHTUIBHBIX CIIa3MOB, B CBSI3U C YeM OH ObUI BIIEPBBIE TOCITUTAIU3UPOBAH B
MICUXOHEBPOJIOTHYECKOE OTAeeHue s aereid pannero Bospacta JIOKbB r. benropona. Pogutenu
NPEIbSBISUIA KaJ00bl Ha OECIIOKOWCTBO, YACThIE SMU30/bl MOHKUMAHUs HUKHUX KOHEUYHOCTEH K
TYJIOBUIILY, COIPOBOXKJIAIOIIUECS PE3KUM MPOH3UTEIbHBIM KpuKoM. [Ipu mpoBenenun Buaeo-231-
MoHUTOpHUHTA OT 27.11.2015 r. BBISBIEHBI BEIPA)KCHHBIC HAPYIICHHUSI OMOAIEKTPUUECKON aKTUBHOCTH
TOJIOBHOT'O MO3Ta C HaJW4ueM SMUIenTHPOPMHBIX pa3psaoB. C y4éToM KIMHMYECKON KapTUHBI U
JAHHBIX HEHPOPHU3HOIOTUIECKOTO UCCIIEIOBAaHHS ObllIa HHULIMUPOBAHA IIPOTUBOCYIOPOKHAS TEPAITHS
mpernapaTaMy BaJIbIIPOCBON KHCIOTHI B CYTOYHOW J03¢ okojo 28-30 mr/kr, Ha ¢oHE KOTOpOit
OTMEYEHO YaCTUYHOE CHU)KEHHUE YacTOThI IPUCTYTIOB.

Ta6auna. OcHOBHbIE KJIMHUKO-IHATHOCTHYECKHE XAPAKTEPUCTHKH MALMEHTa C CHHAPOMOM
IIporesn

ITapamerp XapaKkTepucTHKA
Bo3pact manudecrauuun 68 MecsneB
I'enernueckass npupoaa Comatuueckas MyTanus de novo, MO3auiu3mM

AcuMMeTpHYHas MAaKpOJAKTHIMS, TUIEPTPODUS MITKHUX

NPU3HAKHU TKaHEW, HEBYCHI

I'emumeransHuedanus CclIeBa, mu33HLeanus,
rugponedanus

HeBpoJsioruieckue nposiBjaeHust WNudanTuabHbIe CIa3MBl, STHIENTU(OPMHAS aKTUBHOCTD
ConyTcTBYWOIIIHE AHOMAJTHH MAPC, cocyaucteie Maib(opMaruu, THIPOIIeIIe
Ha3znauennasi tepanust [IpotuBoCyI0pOsKHas (BAIBIPOATHI), CHMITOMaTHYECKas

[To naHHBIM MarHUTHO-PE30HAHCHOM ToMorpaduu rosoBHoro Mo3ra ot 04.06.2015 r. y pe6énka 0b11u
BBISIBJICHBl BBIPQXEHHBIE BPOXKICHHBIE AHOMAJIWU PA3BUTHS ILICHTPAIBHON HEPBHOM CHCTEMBI,
BKJIIOYAIOIIME JIEBOCTOPOHHIOI TeMUMEraldHIeQalnio, CMENIaHHyl ¢GopMy ruaponepaiuu u
MOJIHYIO areHe3uio Mosonucroro Tena. Kpome Toro, B jieBoi remucdepe BH3yaTU3HPOBAIUCH
MpU3HAKHU MK33HLIedanun. B HeBponoruueckoM pa3BUTHH OTMEUallach rpy0ast 3aiepKKa: yaepKaHue
TOJIOBBI CPOPMUPOBAIOCH JMIIb K 6—7 MecsllaM >H3HH, HABBIKK CAMOCTOSATENBHOTO CHJIEHUS,
MOJI3aHUSI U XOJbOBI OTCYTCTBOBAJIM, peueBast MPOIYKIIUS HE pa3BUBAJIACh.

B nepuonsl yxyameHus oOIIEro COCTOSHUS PEOEHOK HEOJHOKPATHO MPOXOIMJI CTAIMOHAPHOE
JIeYeHUE B IICUXOHEBPOJIOTHIECKOM OTIeTIeHnH Jiyst ieTedt panHero Bo3pacta JJIOKb, rie npoBoauiach
KOMIUIEKCHasi MeTa0oJIMuecKasi, JAETHIpaTallMOHHAas U MPOTHBOCYJOpOXHas Tepamnus. B Bo3pacte
okoJi0 8-9 MecsieB peOEHOK ObUT HaMpaBJIeH U TOCIUTAIM3UPOBAH BO BTOPOE HEHPOXUPYPTrUUECKOE
orneneane HUU welipoxupyprum umenu akagemuka H. H. Bypaenko (r. MockBa) ¢ 1enbio
yray0a€HHOTO J000CIeI0BaHUs U OIpe/IeIeHHs] TOKAa3aHUM K XUPYpPru4ecKoMy BMEIIaTelbCTBY Ha
CTPYKTypax roJIOBHOTO MO3Ta.

21.03.2016 r. BBIMOTHEHO OTIEPATUBHOE JICUCHHE B 00BEME aHATOMHUECKOU TeMUCHEPIKTOMUU CIICBA.
B panHemM mocrieonepaniMOHHOM IE€PUOJE Yy TMAalMEHTa pa3BWINCh BBIPAXEHHBIE BOJHO-
ANEKTPOJIUTHBIE HAPYLIECHUS C TeHACHLMEN K THIIOHATPUEMHH, Ha (POHE KOTOPBIX PETUCTPUPOBATIUCH
TeHEPAJIM30BAHHBIE TOHHKO-KJIOHUYECKUE CYIOpPOXKHBbIE MpHUCTYIbl. CyTOpOXKHBIH CHHIPOM OBLI
KYIUPOBaH B YCIOBUSX OT/AEJICHUS MHTEHCUBHOM Tepanuu U anectesnonorun-peanumanuu (OUTAP).
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K MOMeHTy BBIIMCKM U3  CTalMOHapa I0Ka3aTeJd  BOJHO-IEKTPOJIMTHOrO  OOMeHa
CTaOMIIN3UPOBAIKCH U MPHIIUIA B IPEEIIbI BO3PACTHON HOPMBI.

B HeBposormueckom cTaTyce IIOCIE€ OINEpaluy COXPAHSUIUCh SBJICHUS IPaBOCTOPOHHETO
LEHTPAJILHOTO TEeMHUIIape3a, a TaKkKe BBIPAKEHHAs 3aJlepKKa IICHXOMOTOPHOTO Da3BUTHS 0e3
IIPU3HAKOB OTPULATENBbHONM JMHAMMKH. bblna npoposnkeHa Oa3ucHas MPOTHBOIIMIICHTHYECKAS
tepanus. [lociie CHATHS MOCIEOnepalnOHHBIX MIBOB PeOEHOK OBbII BBIMKCAH IO MECTY )KHUTEIbCTBA B
YIIOBJIETBOPUTEIBHOM COCTOSIHUM TIOJ] JMHAMHMYECKOoe HaOII0IeHUe YYacTKOBOIO IefuaTpa u
JETCKOTO HEBPOJIOra C OCHOBHBIM KJIMHUYECKUM JUArHO30M: BPOXAEHHBIA IOPOK pPa3BUTHUS
TOJIOBHOTO MO3ra (JICBOCTOPOHHSS TeMUMeraysHiedanus), CUMITOMaTHYecKas (oKaabHas
JeBornonymapHas (papMakope3UCTEHTHAsl SHIICHCHS, BhIpaKEHHAsl 3aJlepXKKa IICHUXOPEYEBOrO0 M
MOTOPHOI'O Pa3BUTHSI.

[Io pesynpraTaM THCTOJIOTMYECKOTO HCCIEAOBAaHUS OHOINCHIHOTO MaTepuaia BBIBICHA
MOpGoOJIOTHYeCKasi KapTUHA, COOTBETCTBYIOIAs KOPTUKAIbHOM  Manbopmanuu, 4YTO He
IIPOTUBOPEYMIIO  YCTAHOBJIEHHOMY  KIMHUKO-MHCTPYMEHTAJIbHOMY JuarfHosy. B kauecTBe
COITYTCTBYIOLIEH MAaTOJOIMM JHArHOCTHUpOBaHa HelpoduOpoma MArKUX TKaHEW JeBOM MIEUHON
obmacti. @YHKIIMOHAIBHOE COCTOSIHHE TanueHTa o mkaie Kapaosckoro onenuBaiocs B 50-55%.
[Tocne Bemmucku 3 HUU Helipoxupypruu peGEHOK HAXOMWICS MO MOCTOSHHBIM JIUCHAHCEPHBIM
HAOJIOZCHNEM JIETCKOTO HEBpOJIOTa W HEHpOXUpypra Mo MECTy JKHTEIbCTBAa. B pesymbraTe
IIPOBEJEHHOTO XUPYPrUYECKOrO JICUYEHUS CYNOPOKHBIE NPUCTYIBI MOJTHOCTBIO KyNUpPOBalIUCh. B
nuHamuke, 29.06.2016 r., 6buta BeinoiaHeHa KOHTposibHass MPT ronoBHOro Mosra ¢ KOHTPAcTHBIM
ycuneHueMm. B 3akmoueHun ormedanncs MPT-nipu3Haku  BpOXKAEHHOW aHOMAJIWMU PA3BUTHUSA
TOJIOBHOTO MoO3ra  (JIEBOCTOPOHHSIA ~ METaydHIE(anus), COCTOSHHE IIOCIEe  PaIUKaIbHOTO
XUPYPrU4ecKoro BMeIIaTeNbCTBa (yJaJIeHHue JIEBOTO IMOJyLIapusi), areHe3us MO30JMCTOro Tena, a
Takxke 00bEMHOE 00pa3oBaHNE MATKUX TKaHEH JIEBOW MIEYHON 00JIacTH.

10.11.2016 r. pe6€Hok ObLT KOHCYIbTHUPOBaH BpauoM-reHeTukoM OI'BHY «Menuko-reneTnueckuii
Hay4HbIH LIEHTP», @ TAK)KE OHKOJIOTOM COBMECTHO ¢ reHeTukoM B PI'BY «DenepanbHblii HAy4HO-
KJIIMHUYECKUI LEHTP ACTCKOW IéMaTOJIOTUH, OHKOJIOTMM M MMMYyHojoruu uMmeHu J[. Porauésa». C
y4€TOM  pe3yJbTaTOB  MOJIEKYJISIPHO-TEHETUUECKOTO HCCJIEIOBAaHUS U JIaHHBIX  SK30MHOT'O
CEeKBEHMPOBAHUs OBLIO C/IEIAaHO 3aKJIIOYEHHE O BBHICOKOM BEPOATHOCTH HalnMuus y pebénka Proteus-
like cungpoma. Takke ObUT JUArHOCTHUPOBAH BPOXKIEHHBIM CpelHUN MEJIaHOIMTAPHBIMN HEBYC.
PexoMeH10BaHO IJIAHOBOE XUPYpPrUYecKoe yJaleHue oOpa3oBaHMs JIeBOW MIEYHOM oOIacTH ¢
00s13aTE€bHBIM  MOCHAEAYIOUUM TUCTOJOTHYECKMM HCCIEOBAaHUEM, a TaKXke JUCIaHCEpHOe
HaOmoZieHne y NpOQMIBHBIX CHENMaIMCTOB (T€HETHKa, HEBPOJOora, COCYAMCTOrOo XHpypra,
JiepMaTosiora, o(pTaabpMoJIora ¥ CTOMaTOJI0ra) 10 MECTY JKUTENbCTBA.

Obmiee cocrosiHMe peOEHKA MPU OYEPETHOM MOCTYIUIEHUH B OTAENEHHE NMaTOJIOIUU JeTel paHHEro
Bozpacta JIOKb oneHuBanoce Kak CpeAHEW CTENEHU TSKECTH, NPEUMYIIECTBEHHO 3a CYET
PECIIMPATOPHOTO U MHTOKCUKALlMOHHOIO CUHAPOMOB. TemmnepaTypa Tena cocrasisna 37,4-37,6 °C.
Macca tena — oxousio 12,8 kr, mymHa Tena — 88-90 cMm. OKpy)HOCTh TOJOBHI JocTHTana 53,5 cM,
OKPYXHOCTb TPYIHOH KIeTku — 54—55 cm. TenocioxeHne HeMmpONmOPIHOHAIBHOE, C BRIPAXKEHHOM
Makpoluedanueli M OTHOCUTENIbHBIM OTCTaBaHMEM JApPYTUX CErMEHTOB Tena. Jlumo pesko
ACUMMETPUYHO 32 CU€T 3HAYMTENIbHOW THIepTpo(uu MATKHX TKaHeW JeBoM IméuHoil obmactu. B
MIPOEKIINN JIEBOM HIEKHA BU3YAIM3UPOBAJICS MUTMEHTUPOBAHHBIN HEBYC pa3MepoM OKoJIo 5,2 X 2.1 cm
C MHTEHCHUBHOHM TUIIEPIMIMEHTAIlMEN W BBICTYIAHHUEM HaJl IIOBEPXHOCTHIO KOkU. Ha koxe seBoit
MIOJIOBUHBI JIMIIA U Pa3THOATENbHONW MOBEPXHOCTU JIEBOTO TNPEAIIeYbsl ONPEACNSINCh €AMHUYHbIE
MMATMEHTHBIE mATHA pasmepamu ot 1,0 x 1,5 em mo 1,6 % 3,1 cm. Ha apyrux ydacTkax KOXKHBIX
MOKPOBOB MATOJIOIMYECKON MUTMEHTAIIUH BBISIBIEHO HE OBLIO.

[Ipn 00BEKTUBHOM OCMOTpe OOpamaiyu Ha ce0s BHUMaHHE MPEUMYIIECTBEHHO JIULIEBBIE CTHUTMBbI
I33MOpHOreHe3a: BeIpaKeHHas Joiuxonedanus, yJUIMHEHHOE U0, KOCON HAKJIOH IIa3HbIX IIelei
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BHM3 C YMEPEHHBIM NTO30M Hapy»HOTrO yrijia riasa, IIMpoKas NEPEHOCHIIA, BBICOKOE «TOTHYECKOE)
TBEpI0E HEDO, a TAK)KE MPU3HAKU HApPYIICHUsI OJJOHTOTEHE3a C aTUIIUYHBIM POCTOM 3y0O0B.

Tadauua. KioueBble KIIMHUKO-MHCTPYMEHTAJIbHbIE XapaAKTePUCTUKHU MAlUEHTA
ITapamerp XapakTepucTuka

Jdannbie MPT JleBOCTOpOHHSS TeMUMeTAIPHIeanus, IMU3dHIe(anns, areHe3us
MO30JIMCTOrO Tella

Xupypruueckoe jgedeHue AHaToMu4ecKas TeMUCEPIKTOMUS CIIeBA
SN EIVREO NI ) B Papmakope3ucTeHTHas! (POKaIbHAs SMUIICTICHS

IHoc/ieonepanuoOHHBIN [IpaBocToponHuii remunapes, 3IIMP
CTaTyC

Proteus-like cuiaponm

ConyTcTBYWOIIIHE Heiipodubpoma, MmenaHOIIUTAPHBINA HEBYC

o0pasoBaHusi
Kaprosckuii = 50-55%

KoxHble mOkpoBbl y peOEHKa ObUIM OJIETHOW OKpPACKH, JOCTATOYHOM AacTUYHOCTH. OTMmedarncs
YMEPEHHO BBIPAKCHHBIH NEPUOPOUTANBHBIA U MEPUOPATBHBIN 1TaH03. Typrop MATKHX TKaHEH ObLI
coxpanéH. [lutanue onenuBanock kak ymepenoe. O6pariana Ha ce0s BHUMaHNUE FeHepaT30BaHHAS
nommMM(pOaTeHONATHSA: TaJbIIUPOBATNCH Tepudeprudeckue TuMQaTndeckue y3iabl (3agHe- |
nepeIHenIeHbIE, TOYETIOCTHBIE, OKOJIOYIITHBIC, TOMBIIIIEYHBIE U TTAXOBbIE) AHaMEeTpoM 0KoIo 0,5—
0,8 cM, MHO>KECTBEHHEBIE, MTOJIBUKHBIE, 0€300JIe3HEHHBIC, HE CHAsHHBIE C OKPYXKAIOIMIMMU TKAHSIMH.
Cnuzucras 000Ji0uKa POTOIVIOTKM Obljla THUIIEPEMHUPOBAHA, S3BIK BIAXKHBIM, YMEPEHHO OO0JIOKEH
OeoBaThIM HAJIETOM TPEUMYIIESCTBEHHO B 00JIacTH KOpHS. YacToTa IbIXaTCNbHBIX JIBUKCHHMA
cocraBisia okono 26-28 B MuHyry. HocoBoe apixanue Obuio 3atpyaHeHo. Otmeuancs
NEPUOJNYECKUI MaJIONPOIyKTUBHBIN Kalllellb, 00JI€€e BHIPAKEHHBIN B yTPEHHUE Yachl.

IIpu nmepkyccuu JNErkux ¢ o0EMX CTOPOH OMNpPENeNsICs SICHBIM JIETOYHBIM 3BYK. AYCKYJIbTaTUBHO
BBICITYIIIMBAJIOCH KECTKOE JbIXaHUE, €IMHUYHBIE CYXHE PACCESHHBIE XPHUIIBI ¢ 00enx cTopoH. O0acTh
cepAlla MpHU OCMOTpe 0€3 BUAMMBIX HM3MEHEHHUI, TIPaHUIbl OTHOCHUTEJIBHOW CEpACYHOM TYNOCTH
COOTBETCTBOBAJIM BO3PACTHBIM HOpMaTHBaM. HacToTa CEpIEYHBIX COKpALICHUH COCTABIIsLIA OKOJIO
118-122 ynapoB B MuHyTy. CeppedHble TOHbI ObIIM HECKOJIBKO MPUIIIYIIEHbI, PUTM MPABUIbHBIH.
XKuBor 00bIYHON (OPMBI, AKTHUBHO Yy4YacTBOBaJl B akTe AbIxaHud. llpu nanpmanum MSrkui,
6e300ne3HeHHbIN. HiokHM Kpaif meueHnu BeICTynan u3-moj Kpas péoepHoi 1yru npuMepHo Ha 1,0—
1,2 cm. Cene3énka He nanbnupoBanack. CTynl — OAuH pa3 B CYTKH, O(OpPMIICHHBINH, 0e€3
MaTOJIOTUYECKUX TIPUMECEN. [Juype3 cOOTBETCTBOBAII BO3PACTHON HOPME.

B HeBposornueckom craryce: co3HaHue sicHoe. OTMeuanoch CHUKEHHE OCTPOTHI 3peHus. ['na3zHble
e CUMMETPUYHBIE, 3pauky paBHbIC, JABMKEHUS TJIA3HBIX S0JIOK COXpPAaHEHBI B MOJHOM O0OBEME.
Junionuu He BoIsiBisUIoch. KoHBeprenuus ociabiaeHa, HUICTarM OTCYTCTBOBAJI, PEAaKIIHsl 3paukoB Ha
ceer Bsutas. OcTpoTra cilyXxa COOTBETCTBOBajia BO3pacTy. JIMIO M MHMHKA OBLIIM aCHMMETPUYHBI.
bone3HeHHOCTH B TOYKax BBIXOJA BETBEM TPOWHMYHOIO HEpBAa HE OTMEYalOCh. BBIABIAIMCH
MONEpXUBAaHUE IIPU TJIOTAHUU U 3JIEMEHTHI KpuBowen. PoHanus coxpaHeHa. OTmeuanach AeBUALMS
s3pIKa BIIPaBO. MEHHHIeallbHblE CHUMITOMBI ObUIM OTpHUIATEeNbHBIMH. ONpeaensioch CHUKEHUE
MOBEPXHOCTHOM UyBCTBUTEJIILHOCTU B 00JIACTH JIeBOM 1meku. OOBEM U CHJIa aKTUBHBIX U MTaCCUBHBIX
JIBUKEHUM ObUIM CHUYKEHBI, BBISBISUIACH BbIpAKEHHAs MbllIeyHass TUNOTOHUA. CyXOXUIbHO-
nepuocTanbHble pedaeKcsl 0XKUBIIEHBI ¢ mpeobiaganueM cipasa (D>S). Koncrarupoanacek rpybdas
3aJlep’KKa HEPBHO-TICUXMYECKOTO pa3BUTHA: PEOEHOK HE CHJAEN CaMOCTOATENbHO M He xoaui. B
MICUX03MOIIMOHAIIBHOM c(epe OTMEYAINCh BSJIOCTh, MOTOPHAs! PACTOPMOKEHHOCTb, SMOLIMOHAIbHAS
JaOUITBHOCTb.
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Ha ocHoBanuu *ayno0 npu MOCTYIUIEHUH, aHAMHE3a 3a00JIEBaHUS U KHU3HHU, JaHHBIX KIMHUYECKOTO
ocMOTpa OBUI  YCTaHOBJIEH TPEABAPUTEIBbHBIA JAMArHO3: OCTPbI OpPOHXWT, JbIXaTelbHas
HezpocTaroyHoCTh O creneHu. BpoxieHHBI MOPOK pa3BUTUS TOJIOBHOIO MO3ra (JIEBOCTOPOHHSS
reMuMeraimsHiedaus), COCTOSTHAE TI0CIIe XUPYPTUIECKOTO JIeueHus (yIaJIeHUe JIEBOTO MOJTyIIapus).
Cumnromartuueckas (okaibHas JieBONoOJylIapHas (papMakope3sUCTEHTHasl SMMIICICHA. 3aJepiKKa
NICUXOPEYEeBOr0 U MOTOpHOrO pasutus. Proteus-like cungpom. Bpoxnenusiii cpennuit
MeJIaHOLIUTapHBINA HEBYC.

Bbu10 mpoBeaeHO KOMILIEKCHOE J1ab0paTOpHO-HHCTPYMEHTANbHOE o0cnenoBanme. B obmem ananmse
kpoBu 0T 28.02.2017 1. oTMeUanuCh: 3pUTpounuTh — 3,82 x 10'%/;1, reMorsioOuH — 98 /11, ICHKOIUTHI
— 7,3 x 10°/11, pomOoumTel — 210 *x 10°/11, manoukosiiepubie HeUTpopmiIsl — 1%, cerMeHTos AepHbIC
— 12%, monouutel — 9%, mumdomuter — 76%, COD — 48 mm/4a. OOmmil aHaIU3 MOYH M
KonporpaMMa — 0e3 maronormdyeckux wusMeHeHuidd. [lo mamaepiM DOKI' ot 28.02.2017 .
peructpupoBanach cuHycoBas Taxukapaus ¢ YHCC no 165—168 ynapoB B MUHYTY, SJIEKTPUYECKas OCh
cepaa 6e3 OTKIOHCHHUH.

1o 3akntouenuto HeBposiora oT 27.02.2017 r.: pe3uayaibHO-OpraHUYECKOE MOPAKEHUE LEHTPATbHOU
HEpBHOU cUCTeMbl, cuHApoM [Ipores, BrIpa)keHHas 3ajJiep’KKa ICUXOPEUYEBOr0 U CTATO-MOTOPHOIO
pa3BUTHsL, KOMIEHCUPOBAaHHAsI BHYTpUYEpENHas TMIepTeH3Hs, CYI0POKHBIM CUHIPOM B aHAMHE3E,
MPaBOCTOPOHHMI remurape3. HazHadeHbl MeTaboimueckue mpenaparsl (JICBOKApHUTHH, TIIMIMH) B
BO3pAaCTHBIX J03upoBKax. KoHcynbTanus oropuHonapurosnora ot 27.02.2017 r. BeIsIBUIA OCTPbIN
JIEBOCTOPOHHUH Henep(OpaTUBHBIN CPETHUA OTUT ¥ PUHODAPUHTHUT.

C nepBBIX CYTOK NpeObIBaHMs B CTallMOHAPE NPOBOAWIACH KOMIUIEKCHAs Teparnus, BKJIIOYaBIlIas
IIPOTUBOBUPYCHBIE IpenapaThl (PEeKOMOMHAHTHBIA HHTEP(EPOH), AHTUOAKTEPUAIBHYIO TEPAINUIO
(BHyTpuUMBILIEYHO  1e(aJOCIOPUHBl W AMHMHOIJIMKO3M[bI), CHUMITOMAaTHYECKOE  JIEYEHHE
(>kapoIoHMKaoIIKe CpEJICTBa, JUTUYECKAs] CMECh), MYKOJIUTUYECKYIO Tepanuio,
IIPOTUBOCYJOPOXKHBIE MpenapaTsl, IPOTUBOTPHOKOBBIE CPEACTBA, a TAK)KE MECTHOE JICYEHUE OTUTA U
¢bu3noTepaneBTHIECKNe METO Il (JIa3epOTepaisl, HHTATSINN, MAaCCAX IPYIHON KIETKH).

Ha ¢one neueHus orMmedanach MOJIOKUTENbHAs KIMHUYECKAs JIMHAMMKA: HOpPMaJIM3alUs
TeMIeparypbl Tena 10 CcyOheOpHIIbHBIX 3HAYEHUM, YIydlIeHHWE ammeTUTa, YMEHbIICHUE
BBIPQ)KEHHOCTH Kallllsl, OBBIIIEHUE O0Iel aKTUBHOCTH. AYCKYJIBTaTUBHO B JIETKUX MCUE3IH CyXHe
xpurbl. B kouTpoiasHoM OAK o1 03.03.2017 r. Habmoanock yaydiieH|e nokasaresueil: reMoraioouH
— 112 /0, sputporutsr — 4,40 x 10'?/n, COD — 35 MM/u.

Omnako ¢ 09.03.2017 r. Ha ¢one noBropHoro uHpunupoBanus OPU mocne koHTakTa ¢ OOJBHBIM
YJIEHOM CEMBU IPOU3OIIO PEe3Koe YXYJIIEHHWe COCTOsHMs. Pa3Buiics OpoOHXOOOCTPYKTHUBHBIM
CUHJPOM C DKCIHMPATOPHOW OJBIIMIKOM B IOKOE, YCHJIMJICS BJIAKHBIM Kallellb, TEMIEpaTrypa Tena
nosbicuiiach A0 38,3-38,6 °C. C yuyéroM JaHHBIX KIMHUKO-TA0OpaTOpHOro o0cienoBaHus,
MOATBEP)KIAIOIINX AaKTUBHYIO CMEIIAHHYI0 BUPYCHYIO MHQekuuio (Bupyc OmnmreiiHa—bapp,
LUTOMETAJIOBUPYC, BUPYC HpocToro repmeca | u 2 TumnoB), Oblla Ha3zHaueHa WH(QY3HMOHHAs
NE3UHTOKCUKAllMOHHAas  Tepanus  (oxkono  18-20  mu/kr/cyr), HMMMYHOIJIOOYJIMHOTEpamus,
MHTJSIIIMOHHbBIE U CUCTEMHBIE TTIOKOKOPTUKOCTEPOU/IBI, TPOAOIKEHA aHTHOAKTepHaibHAasl Teparus
e TprakCoHOM.

JIaGoparopubie nanHble oT 10.03.2017 1. cBHIETENHCTBOBANIM 00 YMEPEHHOH BOCHAIMTEIHHOMN
peakmuu: aerkoruThl — 10,5 x 10°/1, TpoMOo1Tel — 398 % 10°/1, COD — 34 MM/4. Buoxumuaeckue
IIOKAa3aTeIn KPOBH HAXOJWJINCh B MPEJesax AOMYCTUMBIX BO3PAacCTHBIX 3HadeHHH. Ceposiornueckoe
uccnenopanne (MPA) mnoarBepaAnsio akTUBHOCTh reprecBUpycHoW wuH¢pekuuu. Ilo maHHBIM
OAaKTepUOJIOTUYECKUX  HMCCIIEOBAaHMM  BBISABISUIACh  YCJIOBHO-TIATOr€HHAass  MUKpoduiopa  C
YyBCTBUTEIBHOCTBIO K Liedanocnopunam. Dxokapauorpadus ot 14.03.2017 r. mokaszana Hanu4ue
OTKPBITOI'0 OBAJILHOT'O OKHA IUAMETPOM OKOJIO 2 MM, 0€3 MPU3HAKOB TeMOIMHAMUYECKUX HapyILIEHUH.
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Ha ¢one mpoBoguMoro iedeHusi cocTosiHue peOEHKa CTaOUIM3MPOBATIOCH: TEMIlepaTypa Tela
HOPMaJIN30BaJIach, CUMIITOMbl MHTOKCUKAIIUA PErPECCUPOBAIIM, KAlEIb 3HAYUTEIbHO YMEHbBILINICS,
yIIyqnMch 1aboparopusie mokazarenu. B OAK ot 13.03.2017 r. CO3 cHusmiiack 10 14—16 mm/4.
Pe6&nok Obin Beimucan 15.03.2017 r. ¢ ynydmeHueM moja HaOMIOJEHHWE yYaCTKOBOTO MEAHMATpa,
JETCKOTO HEBpOJIOTa U Bpaya-T€HEeTHKa C JAMarHO30M: OCTPbI OOCTPYKTHBHBIA OpOHXUT,
IpIxarenbHas HegoctarouHocTs 0—I crenenu Ha hoHe cMmenannoi BupycHoit undexnun (EBV, CMV,
HSV 1/2). BpoxxaeHHbIi TOPOK pa3BUTHS TOJIOBHOTO MO3Ta (JICBOCTOPOHHSS FTeMUMeETAIHIIChaus),
coctosiHue mocie remuchepakromun. CumnroMatHueckas (apMakope3UCTeHTHas (oKaIbHas
snuIierncus. 3aepikka ICUX0peuyeBOro 1 MOTopHoro passurtus. Proteus-like cunapom. Bpoxaennsrit
CPEIHUM MEJIaHOLUTAapHBIA HEBYC.
Taoauna. JlnHaMmuka KIMHUKO-TA00paTOPHBIX NOKAa3aTeeil malueHTa
Iloka3zarean 28.02.2017 03.03.2017 10.03.2017 13.03.2017

98 112 118 115
Jenkouutnl x10°/0a 7,3 7,0 10,5 12,0
8

TpomoonuTel X10°/1a 210 300 398 350
COD, Mmm/u 4 35 34 15

G UV EN R es Cpenaersikénoe  Yiyumenue Yxymamenue CraOunmmzanus
3akiarouenue. [IpencraBieHHoe KIMHUUECKOE HAOMIOACHUE JEMOHCTPUPYET PEIKyIo (hopMmy

Proteus-like cunHapoma, BeposSTHO OOYCIOBICHHOTO JIOMHHAHTHOW COMATHYECKOW MyTanuedl Ha
PaHHHUX Tramax 3M6p1/10reHe3a. 3aboneBanue XapaKTCPU3YCTCA CIIO>KHOH reHeTHYECKOMI
UACHTUDUKAINEH, KITUTHIYECKIM TOJIMMOP(HU3MOM U BEICOKUM PHCKOM (DOPMUPOBAHHS OCIOKHEHUH,
BKJIrO4asi HOBOO6p8.30BaHI/I$I U TSDKEbIE IIOpaKCHUA L[eHTpaJ'ILHofI HepBHOﬁ CUCTCMBEI. CBOCBpeMeHHa}I
AWArHoCTuKa W MYJIbTUAUCHHUIITIMHAPHOC Ha6JIIOIIeHI/Ie HMCIOT MNPUHOUIIUAIBHOC 3HAYCHUC [JIA
IIpOrHo3a 3a00JIEBAHUS U KAYECTBA JKU3HU IIalfCHTA.

Hcnonb3oBaHHas JuTEpaTypa.
1. Cohen, M. M., & Hayden, P. W. (1979). A newly recognized hamartomatous syndrome. Birth
Defects Original Article Series, 15(5B), 291-296.
2. Biesecker, L. G. (2006). The challenges of Proteus syndrome: Diagnosis and management.
European Journal of Human Genetics, 14(11), 1151-1157. https://doi.org/10.1038/sj.ejhg.5201630
3. Lindhurst, M. J., Sapp, J. C., Teer, J. K., Johnston, J. J., Finn, E. M., Peters, K., ... Biesecker,
L. G. (2011). A mosaic activating mutation in AKT1 associated with the Proteus syndrome. The New
England Journal of Medicine, 365(7), 611-619. https://doi.org/10.1056/NEJM0a1104017
4. Keppler-Noreuil, K. M., Parker, V. E., Darling, T. N., & Martinez-Agosto, J. A. (2016).
Somatic overgrowth disorders of the PI3BK/AKT/mTOR pathway & therapeutic strategies. American
Journal of Medical Genetics Part C: Seminars in Medical Genetics, 172(4), 402-421.
https://doi.org/10.1002/ajmg.c.31531
5. Mirzaa, G. M., & Poduri, A. (2014). Megalencephaly and hemimegalencephaly: Disorders of
brain overgrowth. Pediatric Neurology, 50(2), 101-114.
https://doi.org/10.1016/j.pediatrneurol.2013.09.021
6. Flores-Sarnat, L. (2002). Hemimegalencephaly: Part 1. Genetic, clinical, and imaging
aspects. Journal of Child Neurology, 17(5), 373-384. https://doi.org/10.1177/088307380201700509
7. Duchowny, M., Jayakar, P., Harvey, A. S., Resnick, T., Alvarez, L., Dean, P., & Levin, B.
(1998). Hemispherectomy in the treatment of catastrophic epilepsy in infants. Epilepsia, 39(7), 739—
744. https://doi.org/10.1111/j.1528-1157.1998.tb01158.x
8. Pavone, P., Pratico, A. D., Ruggieri, M., & Falsaperla, R. (2017). Epilepsy in genetic
syndromes: Focus on overgrowth disorders. Brain & Development, 39(10), 821-830.
https://doi.org/10.1016/j.braindev.2017.05.006

216
© HealthWay.uz 2026 T2 Neb


https://healthway.uz/

