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AHHOTAIUA

HecmoTpss Ha HECOMHEHHBIM IPOrpecc MEJUIMHCKOW HAayKH BO BCEM MHpE, 3a I0-
CJIEJHEE BpEMSI OTMEYAETCsl TEHJEHIUS YBEIMUEHUS YaCTOThl BCTPEUaEMOCTH BPOXK-
JICHHBIX TIOPOKOB Pa3BUTUS U HACIEACTBEHHBIX 3a0oneBanuii y aereit. [loatomy 3Ha-
HUE CUMITOMATUKU Pa3IMYHbIX HACJIEICTBEHHBIX CUHAPOMOB y AECTEH ONPENEIISIOT
JUArHOCTHKY M TAaKTHKY JaJbHEWIIECH Tepamuu, 4To MMEeT OOJbIlIoe 3HAUYeHUE He
TOJILKO JUUIsl IPOTHO3a TEYECHHUs 3a00I€BaHMs, HO U KauecTBa JalbHEHIIeH KU3HH T1a-
nyMeHTta. B crarbe mpeacTaBieH KIMHUYeCKui ciaydai cuaapoma [Ipores (CII) y pe-
OeHKa paHHEro Bo3pacTa Ha ()OHE BPOXKAECHHOI'O MOPOKA pa3BUTHs Mo3ra (reMuMme-
ramHnedamu ciesa). [lo pesynpratam Y3U-ckpuHUHTa BO BTOPOH IMMOJOBUHE Oe-
PEMEHHOCTH y MaTepu peOeHKa ObLIM BbISBICHBI MHOXKECTBEHHBIE BPOXKIEHHBIE T10-
poku pazsutus LHTHC y mnona. [Tocne poxxaeHus manueHT HaOMI0AaCcs B OTACIEHUN
IIaTOJIOTUM HOBOPOKJIEHHBIX, TJI€ BIEPBbIE ObLI BBICTABIIEH JUArHo3: cuHapom llpo-
Tes Ha (OHE BPOXKJICHHOW aHOMAJIMU TOJIOBHOTO Mo3ra. C 2-MecsayHOro Bo3pacTa y
pebeHKka HaOIOMATUCh MPUCTYIIBI B BUJIe WH(GAHTHIBHBIX CIIa3MOB. A B Bo3pacTe 6
MecsieB Ha DD ompeneneHsl U3MeHeHHs >nuientudopMHoro xapakrepa. [locro-
SHHO TOJy4aeT INPOTHUBOCYIOpOXKHYI0 Tepanuio. B Bospacte 8 mecsues B HUU
Helpoxupyprun uM. akan. H.H. Bypnenko emy Obuta mpoBeieHa ornepanus — aHaTo-
Mudeckas remuchepskromus ciesa. [locie onepaTHBHOrO JiedeHUs: OOJBHOI ObLT
BBIIIMCAH B YA OBJIETBOPUTEILHOM COCTOSIHUHA C OCHOBHBIM KJIMHUYECKUM JTUArHO30M:
BPOXJICHHBIH MOPOK Pa3BUTUS MO3ra (reMuMerayHIedanus cieBa), CHMITOMATH-
yeckas (okanbHasl JIeBoModymapHas (gapMakopesucTeHTHas snuiencus. Ha done
MIPOTHBOCYIOPOKHON Tepamuu CyJ0porH He BO3HHKaiW. B lrog 2 mecsua Obu1 00-
CJIEIOBAH U KOHCYJIbTUPOBAH BPauOM-T€HETUKOM B MeINKO-TreHETUYECKOM HayYHOM
neHTpe r. MockBa, rie ObUIO TaHO 3aKJIIOYEHHUE: YUUTHIBAs Pe3yJIbTaThl TEHOMHOTO
CEKBEHHUPOBAHMUSI, BEpOsSITHEE BCero, y pedeHka nMeeT mecto Proteus-like cunapom.
BpoxneHHbll CpeHMI MEaHOUUTApHBIA HEBYC. [[alMeHT ABISIETCS MHBAIUAOM C
rpy0Ooi 3a1epKKOi HEPBHO-TICUXUYECKOT0 pa3BuTus. [Inmanupyercs yaanenue odpa-
30BaHUS JICBOM IIEKH C 005S3aTEIbHBIM TUCTOIOTUYECKUM HCCIICIOBAHUEM.
KuroueBble caoBa: cunapom [Ipotest; pebeHOK

Jast nmrupoBanms: KproukoBa TA. Knunuueckuid ciyvait cuaapoma Ilpores y pe-
OcHKa paHHEro Bo3pacta. HayuyHble pe3ynbTaThl OMOMEIUIIMHCKUX HCCIICIOBAHUIA.
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Abstract

Despite the undoubted progress of medical science around the world, recently, there
has been a tendency of an increase in the frequency of congenital malformations and
hereditary diseases in children. Therefore, the knowledge of the symptoms of various
hereditary syndromes in children determine the diagnosis and tactics of further thera-
py, which is of great importance not only for the prognosis of the disease, but also
the quality of the patient's future life. The article presents a clinical case of Proteus
syndrome (PS) in a young child against the background of congenital malformation
of the brain (left hemimegalencephaly). According to the results of ultrasound
screening in the second half of pregnancy, there were revealed multiple congenital
malformations of the central nervous system in the fetus of the mother of the child.
After birth, the patient was observed in the Department of pathology of newborns,
where he was first diagnosed with Proteus syndrome against the background of con-
genital abnormalities of the brain. From 2 months of age, the child had attacks in the
form of infantile spasms. And at the age of 6 months, some changes of epileptiform
character were identified on EEG. The child was constantly receiving anticonvulsant
therapy. At the age of 8 months, in the Acad. N. N. Burdenko Research Institute of
Neurosurgery he underwent surgery — anatomic left hemispherectomy. After surgical
treatment, the patient was discharged in a satisfactory condition with the main clini-
cal diagnosis: congenital malformation of the brain (left hemimegalencephaly),
symptomatic focal left hemisphere pharmacoresistant epilepsy. Convulsions did not
occur during anticonvulsant therapy. In 1 year and 2 months the patient was exam-
ined and consulted by a geneticist at the Medical and Genetic Research Center in
Moscow, where it was concluded: given the results of genomic sequencing, most
likely, the child has Proteus-like syndrome. Medium congenital melanocytic nevus.
The patient is disabled with a gross delay in neuro-psychical development. It is
planned to remove the formation of the left cheek with the obligatory histological ex-
amination.
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BBenenue. 3a mocieaHee BpeMs BO
MHOTHX CTPaHaX MHpa OTMEYAETCS POCT BPOK-
JIEHHBIX TTOPOKOB Pa3BUTHS y JeTei. ITa mpo-
OeMa SIBIISIETCS JIOBOJIBHO CEPBE3HOM, TaK Kak
HEPEIKO MHOYKECTBCHHBIE TTOPOKHM PasBUTHS Y
JIeTeil BBI3BaHBI XPOMOCOMHBIMH MYTAIUSIMH,
npuyYeM B OOJIBIIMHCTBE CITy4aeB 3TO MyTaIldH
de novo [1]. Myramust de novo — 3T0 M3MeHe-

HUE B T€HE, KOTOPOE BO3HUKIIO BIEPBBIE Y O/I-
HOT'O U3 YJIECHOB CEMb U KaK pe3ysibTaT MyTallUH
B 3apOJBIIIEBOM KIIETKE y OAHOrO W3 POJIUTE-
JIEN WM B YK€ OIUIOJOTBOPEHHOW SHLIEKIIETKE.
Takue MyTanuu MOTYT MIPUBECTH K Pa3IMYHBIM
CEPbE3HBIM BPOXKJIEHHBIM PAaCCTPOMCTBAM MO3-
ra: ayTH3M, SIWICTICHS, 30 PEHUS U TIp.
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Cungpom Ilporess (CII) ortHOCcHTCH K
pPEIKUM TEHETHYeCKUM 3a00JIeBaHUSIM C JI0-
BOJILHO TPYIHOW T€HETHMYECKOW HICHTH(UKA-
e [2-6]. YacTora BCTpEYaeMOCTH JAHHOTO
3aboneBanust — MeHee | cmydas Ha | MIH.
HaceseHus. B Hacrosiiee BpeMsi B Mupe 3ape-
ructpupoBaHo okono 100 cimywyaeB cuHapoma
[Ipotes y nereit paznuyHoro Bospacta [7]. On
BrepBbie Obl1 omucan M.M. Cohen u P.W.
Hayden B 1979r. [8]. MHorue y4eHblie cCuuTa-
10T, YTO NpuunHa Bo3HUKHOBeHUs1 CII BbI3BaHa
JICTAIbHOM JTOMUHAHTHOM COMATHYECKOW My-
Talued, MPOUCXOAUIE B MOCT3UTOTHOM CTa-
JIMH Pa3BUTHS SMOPHOHA.

Kiuanueckue nposinenust CII cxonssl ¢
HEKOTOPBIMHU HACJIEICTBEHHBIMH 3a00JIeBaHMUs-
mu y gerei [6, 9, 10]. CII xapakrepusyercs
MIPOTPECCUPYIOLINM Pa3pacTaHUEM Pa3IUUHBIX
TKaHE! opraHu3ma ¢ MpPEeuMYIIECTBEHHO aCHUM-
METPUYHON MaKpOAAKTUIINEH, COeTMHUTELHO-
TKaHHBIMA U SIUIECPMAIBHBIMU  HEBYCaMH,
BPOXKJICHHBIMU TOPOKaMU Pa3BUTHsI KPOBEHOC-
HBIX U JUM(ATUIECKUX COCYAOB, THUIIEPOCTO-
30M Kocteil uepena [6, 11-13]. CII xapakrepu-
3yeTcsl Ype3MEpPHBIM aCUMMETPUYHBIM POCTOM
TKaHeH, KOTOPBI HAYMHAETCs Jarte rmocie 6-18
Mec. KM3HM M ObICTpo mporpeccupyer. Tax
Ha3bIBaE€MbINl «CUMIITOM MOKACHH» TPOSBISIET-
csl B BUJIC JIUTIOM WM aTpoduu >KUPOBOM TKa-
HU, KaMWULIPHBIX, apTepUabHBIX, BEHO3HBIX
Manb(opManuii, aCHMMETPHYHOTO pOCTa OT-
JIeNTbHBIX YacTel Tena 3a cYeT KOCTHOW TKaHH,
paspactaHusi HEByCOB, KHCT Jierkoro [1, 2, 6].

B kadecTBe mpumepa IpeicTaBieH KITU-
Hudeckuii ciydaii teuenuss CII y peGenka B
Bo3pacte | roga u 8 MecsieB KHU3HU Ha QoHE
BPOXJICHHOTO TMOpPOKa Pa3BUTHSI Mo3ra (TeMu-
MeramHiedanmuu ciea). OTMedeHbl OCHOB-
HeleaTanbl auarHoctTukuClly maruenra, mpen-
CTaBJICHBIKIIMHUYECKHE OCOOEHHOCTH TEUYCHUS-
3a0oieBaHusl U HAOMIOJCHUS 32 OOJBHBIM I1a-
IIUEHTOM B TUHAMUKE.

Kiannnveckmii cayyaii. PeGenok E. B
Bo3pacte 1 roga 8 MecAleB KU3HU MMOCTYIIHI B
otaenenue npuemHoro nokost OI'BY3 «/let-
CKOM OOJIACTHOM KJIIMHUYECKOH OOJIBHUIIBIY
(1OKB) r. benropona 27.02.2017 r. ¢ xxanoba-
MU Ha noBbiuenue T Tena 1o 38°C, manonpo-
TYKTUBHBIN KaIllelb, CITM3UCTHIC BBIICICHUS U3
Hoca. PebeHok 3a0oen 3a Heaemo 10 MOCTYII-

nenust B JIOKB mocie KOHTakTa ¢ OOJbHBIM
YJIGHOM CEMbH OCTPOH PECIIUPaTOpHON MH(EK-
et (OPN), kora BrepBble y peOeHKa MOsIBU-
Jnock moBbienne Tltena 1o 38,5 °C, cyxoii
Kalllellb, 3aJ10’KEHHOCTh HOCA. Y YaCTKOBBIM Iie-
IMaTpoM ObUIO Ha3HAa4eHO amOyJaTopHOe
ATHOTPOIHOE M CHUMITOMATUYECKOE JICUCHHE
JIEKapCTBEHHBIMU TperapaTaMyd BHYTPb B BO3-
pacTHbIX J103ax (MOyKiIuH, BU(EpOH, cymamen,
byudopt) 6€3 Bumumoro ¢ dexra.

Ho mnocrymnenuss B JIOKb B ycnoBusx
JETCKOM MOJUKIMHUKHA [0 MECTY >KUTEIhCTBA
OBbUIO TIPOBENICHO PEHTTEHOJOTUYECKOe HCCIie-
JTIOBaHME OpraHoB rpyIHOI KJIETKU
26.02.2017 r. 3aknroueHue: NpU3HAKU OpPOHXHU-
Ta. beuia nposeneHa koHcyapTanus JIOP-Bpaua
26.02.2017 r. 3akiroueHHE: OCTPBIA JIEBOCTO-
pOHHUI HeTepPOPATUBHBIN CPETHUA OTHUT.

W3 anamHe3a )KU3HU U3BECTHO, 4TO pede-
HOK oT 1 OepeMeHHOCTH M PoAOB. bepemen-
HOCTh MpOTeKalia Ha (POHE TOKCHUKO3a JIETKOM
CTETIeHH, aHEMHUU Ha BCEM MNPOTsLKEHHH Oepe-
MEHHOCTH, YTPO3bl ITPEPhIBAHUS OEPEMEHHOCTH
Ha Cpokax 22 u 32 HelensiX recTalyu, XpOHU-
YEeCKOM (PEeTOIIAlEeHTAPHOM HEIOCTATOYHOCTH
(X®DITH). ITo pe3yabratam 1 u 2 Y3U — ckpu-
HUHTA TIATOJIOTHsI He ObUTa OoOHapyxeHa. Pe-
3yabTaThl 3 Y3U — CKpUHUHTA BBISIBUIA BPOXK-
JICHHBIC TTOPOKH pa3BUTHs (Makporedams, Cy-
MpaTeHTOpPHUATbHAS OMyXOJIb TOJIOBHOTO MO3Ta
CJIeBa, OJJHOCTOPOHHSSI OKKJIFO3MOHHAsI THUIPO-
nedanus, acCUMMETpUsl JHUIEBBIX CTPYKTYP,
ruzporiene ¢ ooenx ctopoH). Ha 34 nenene Oe-
PEMEHHOCTH MaTh peOeHka ObLia KOHCYJIBbTHU-
poBana B lleHTpe MeauuMHBI  IUIOJA
(r. Mocksa). beumi 1aHbl pekoMeHaanuu. Posibr
CPOYHBIE, OIEPATUBHBIC, MyTEM SKCTPEHHOTO
KecapeBa cedyeHusi Ha cpoke 38-39 uenenb. B
ponax y pebeHka ObLIO TPOWHOE OOBHUTHE IIEH
MYTMOBUHOW, Y MaTepu — 3elieHble BOoAbl. Bec
npu poxkaeHun — 3840 r, poct — 54 cM. OueHka
no mkaine Anrap 7-8 6amioB. CocTosiHUE TIPH
POXIEHUH TshKeToe, (PU3MONIOTHYECKHE pe-
(JIeKCHl BsUTbIC, BBIpAKCHHAS aCUMMETPHS JTH-
11a 332 CYET YBEJIMYCHUs MATKUX TKAHEW JIEBOU
IIEKH, MBIIIEYHBII TOHYC CHIDKEH B HMKHHUX
KOHEYHOCTsIX. Ha 6 neHpb mociie poJioB pebeHoK
ObUI TIepeBE/ICH B OT/IENICHHE MaTOJIOIUH HOBO-
poxkaeHHbix u HenoHomeHHbix nereit JIOKD,
IJie OH HaXOJIUJICS Ha JICUEHUH U 00CIIeIOBaHUU
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B T€UECHUE 2 HEJENb C JUArHO30M: HEOHATallb-
Hasi runepowupyounemusi. CHHAPOM Je3arTa-
LIUNACEPACYHO-COCYUCTON cucTemsbl. [Ipe- u
nepuHatanbHoe nopaxenue [THC cMemannoro
reHes3a, noJocTpelii nepuoa. CUHIPOM TOHYC-
HBIX HapylleHHi. BpoxnenHnas anomanus ro-
JIOBHOTO MO3ra: MIW33HIE(ATNs B JICBOH TreMH-
cdepe. BHyTpeHHsIs1 1€BOCTOPOHHSISI OKKITIO3HU-
onnas rugpouedams. Cunapom Ilpores. Ma-
able aHoMayu pazButus cepana (MAPC): or-
KpeiToe oBasbHOE OKHO (OOO0) — 4,1 MM, aHe-
BpH3Ma MEXIIpeAcepAHON neperopoaku. [o-
TIOJTHUTEJbHBIE TPAOEKYJIbI JIEBOTO JKEITy104-
ka. Buyrpuyrtpobubie unHpexnuu (BYUN):
THOMHBI KOHBIOHKTUBUT CTa(HIOKOKKOBOH
3THOJIOTUH, PEKOHBAJIECLICHT.

C 2-mecsuHOro Bo3pacta y peOeHka
Ha0JII01aJTNCh €KeIHEBHbIE IPUCTYTHI B BUE
WH(AHTUIBHBIX CIA3MOB, 110 MMOBOAY Y€ro OH
BIIEpPBbIE ObUI TOCHUTAIU3UPOBAH B IICHXO-
HEBPOJIOTUYECKOE OT/EIEHUE JUIsl IeTeil paH-
Hero Bospacta [JJOKb r.benaropoaa ¢ xano-
OaMu Ha OECHOKONCTBO, 4YacThi€ SIIHU30bI
MOKUMAHUSI HOT' K TYJIOBHIILY, COIPOBOXK-
JAIOIIMECS TPOH3UTEIBHBIM TPOMKHUM KpH-
koM. B xome mpoBenenus D3I ¢ Buaeo
26.11.2015 r. ObulM 3aperucTpUpOBaHbl M3-
MEHEHUSI OMO3JIEKTPUUYECKON aKTUBHOCTH TO-
JIOBHOTO MO3Ta 3MUJIENTU(OPMHOTO XapaKTe-
pa. bpinma Ha3HaueHa NPOTHBOCYAOPOXKHASL
Tepanus (mpenapar BaJbIIPOEBON KUCIIOTHI U3
pacueta 30 mr/kr/cyT). [To nanaeim MPT ro-
noBHoro mo3sra ot 03.06.2015 r. BbIsBIEHA
JIEBOCTOPOHHSSI TeMUMeraHIedanus, cMme-
IIaHHasi Tuapouedanus, areHe3us MO30JIH-
ctoro Tena. IlluzsHuedanus B neBoil remu-
cepe.

['onoBy aepxur ¢ 6 Mec. )KU3HH, HE CHU-
JIUT, HE TOJ3aeT, HE XOAUT, He ToBOpUT. [Ipu
YXYALIEHUU COCTOSHUSI pEOCHOK TMepuoanye-
CKM HaxXOAWJICS Ha CTAllMOHAPHOM JICYEHUU B
TICUXOHEBPOJIOTUYECKOM OTIEIECHUU NJs Jie-
teil panHero Bo3pacta JIOKb, rae nposoau-
Jach MeTaboInYecKasl U MPOTUBOCYIOPOKHAS
Teparnms.

B Bo3pacte 8 mec. ObLI rocnHTaNN3H-
poBaH Bo 2 otaenenue HUUW Helipoxupypruu
uM. akan. H.H. Bypnenko (r. Mocksa) mis
N000CIeIOBaHNS M OINEPATHBHOTO JICYCHUS
Ha CTPYKTypax rojoBHoro mosra. 21.03.2016

r. ObUIa TPOBEACHA OMepanusi — aHaTOMUYe-
ckasg remucdepskromusi ciea. B mocneone-
palMoHHOM TepuoJe y pebeHka Habmoza-
JUCh BOJHO-3JICKTPOJIMTHBIE HApPYIICHUS C
TEHJCHIIMCH K THIIOHATpUEMHUH, Ha (HOHE KO-
TOpoil  ObUIM 3apUKCHUpPOBAHBI TE€HEPATU3O0-
BaHHbIC CYJOpPOKHBIE MPHUCTYIIBI, KOTOpPbIC
ObuT KyrupoBaHbl B otaenenun MTAP. Ha
MOMEHT BBIIIUCKM U3 OTJEJICHUS BOJHO-
JNEKTPOJIUTHBIE HAPYILIEHUS PErpecCUPOBAIIH.
B HeBponoruueckoM craryce — NpaBOCTO-
POHHMI Temumapes, 3aJep>KKa B IICHUXOMO-
TOPHOM pa3BUTHU 0€3 OTpUIATEIbHON AMHA-
Mukd. bblia Ha3HaueHa MPOTHUBOCYIOPOKHAS
Tepanus, U MOCJIE CHATHUS MOCIEONEPALUOH-
HBIX IIBOB PEOCHOK OB BBIMUCAH MO MECTY
YKUTEJIbCTBA B YJIOBJIETBOPUTEIBHOM COCTOSI-
HUHU C COOTBETCTBYIOLIUMH PEKOMEHAAMSIMHU
noJ; HaOJro/IeHHue Y4YacTKOBOTO Ieauarpa |
JETCKOTO HEBPOJOra ¢ OCHOBHBIM KJIMHUYE-
CKHMM JMarHo30M: BPOKJICHHBIN MMOPOK pa3BH-
THA Mo3ra (reMuMerajadHIedanus cleBa),
CHUMIITOMAaTH4ecKass (OoKajbHast JIEBOMOIY-
nrapHasi (papMakope3UCTeHTHAsl SIUJICTICHS,
3a/iep>KKa IICUXOPEUYEBOr0 U MOTOPHOTO pas-
BUTHSL.

I'mcronornyeckuii 1MarHo3 1Mo JAaHHBIM
ouornicuu: Mopdosornyeckas KapTUHA COOT-
BETCTBYET KOPTUKAIHHOW MallbHOpMalud |
HE MPOTUBOPEYUT KIMHUUECKOMY TUArHO3Y.

ConyTCTBYIONIMI TUAarHo3: HEHUpopuo-
poMa MSTKHX TKaHEH JIeBOH Ie4yHO o0Ja-
cti. OueHka cocrossHUs 1o mkane KapHos-
ckoro — 50%.

ITocne Bemucku u3 HUM welipoxupyp-
UM TIOCTOSIHHO HAXOAWJICS IO HaOII0/IeHU-
€M JIETCKOTO HEBpoJiora M Helpoxupypra mo
MECTY >KUTEIbCTBA. B pesyibTare oneparus-
HOTO JICYEHUSI CYJIOPOKHBIE MPUCTYIIBI Y pe-
OceHka mpekparwiuch. B auHamuke 28.06.16
r. Obuta mposeneHa nosropHass MPT rosnos-
HOTO MO3Tra ¢ KOHTPAaCTHBIM ycuJieHHeM. 3a-
kimoueHue:  MPT-npusHaku  BpOXKIEHHOU
AQHOMAJIMU Pa3BUTHSI TOJIOBHOTO MO3ra (JIEBO-
cTopoHHsst MerammdHIedamus). CocTosHue
nocjie ornepaTHUBHOIO JedeHus (ynajieHue Je-
BOTO Moiyuiapus). AreHe3us MO30JUCTOrO
tena. O0beMHOE 00pa30BaHME JIEBOM MIEYHOM
o0nacTH.
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10.11.2016 r. OBIT KOHCYJIBTUPOBAH
BpadoM-renetukoM B @OI'BHY «Menuko-
TEHETUYECKUN Hay4YHBIA LICHTP» U OHKOJIOTOM
coBMecTHO ¢ reHeTHkoM B DIBY «Dene-
pajibHbIA HAYyYHO-KJIMHUYECKUU LIEHTP JAET-
CKOM IeMaTOJIOTUH, OHKOJIOTUM U UMMYHOJIO-
run uMeHu J[.PoraueBay». 3aknroueHue: yuu-
ThIBasi Pe3yJIbTaThl TECHOMHOI'O CEKBEHUPOBA-
HUSI, BEpOSITHEE BCEro, y peOeHKa UMEeT Me-
cro Proteus-like cunapom. BposkacHHBIH
CPEIHMM MEJIaHOLUTApHBIA HEBYC. bbulo pe-
KOMEHJIOBAaHO IUIAHOBOE yJalieHne oOpa3oBa-
HUS IIEKU C 0053aTeIbHBIM TUCTOJIOTHIECKIM
uccienoBanueM odpasoBanus. PexkomenaoBa-
HO HaOJIIOJICHHE Bpayei-crenuaincToB (re-
HETHKa, HEBPOJIOra, COCYAUCTOrO0 XUpypra,
JepMaToiora, oTaabMOI0ra ¥ CTOMAToJIOra)
10 MECTY JKUTEJIbCTBA.

Obmee cocrosHue peOeHKa MpH TO-
CTYIUICHUM B OTJEJEHUE MAaTOJIOTUU JeTe
pannero Bo3pacta JJOKbB Obuio cpeaneii cre-
[IEHU TSHKECTH 32 CUET PECIUPATOPHOTO U UH-
TOKCUKAIMOHHOTO ~ CHHApOMOB. T°rema —
37.5°C. Bec tena — 12.6 xr, poct — 89 cm.

OKpy’>XKHOCTb TO0JIOBBI 53 CM, OKpY>KHOCTb
rpyau — 54 cM. PeOGeHOK clokeH Hemporop-
[MOHAJILHO: TOJIOBA 3HAYUTEILHO OOJIBIIE TO
OTHOIICHHUIO K JPYyruM yacTsaMm Tena. Jluio
ACCUMMETPUYHO 3a CYET BBIPAXKEHHOU THIEp-
Tpoduu ero jeBoi meku. B oGmactu JieBoi
LIEKH OTMEUascsi HeByC pasmepoM 5.0%2.0 cm
C BBIPOXKCHHOM MUTMEHTAIIMH, BHICTYAIOLINNA
HaJl ypoBHEM Koxu. Ha Koxe JieBoil 1osioBH-
HBI JIUIA ¥ Ha pa3rudaTeIbHO MOBEPXHOCTH
JIEBOTO TPEIUICUbsl ONPENSISINCh EIUHNY-
Hble TUTMEHTHBIE IMATHA pa3MepaMu OT
1.0%1.5-2.0 cm no 1.5%3.0 cm. Ha ocranpHbIx
y4acTKax TYJOBHIIA U KOHEYHOCTEH MUTrMEH-
TUPOBaHHBIX MITeH He ObuIo. [Ipm ocmoTpe
OTIpEeIISIIUCH B OCHOBHOM JIULIEBBIE CTUTMBI
nu3smoOpuorene3a (C/AD): BwlpaxkeHHast J0-
nuxonedanus, BEITIHYTOE JIUIIO, JTUHUS Ti1a3-
HOM IIedd HMEEeT KOCOM HaKJIOH BHHU3,
HApyXHBIA YyroJl IJa3a HECKOJbKO OITyIICH,
IMpOKasi HOCOBas TMEPErOpoJKa, BBICOKOE
«TOTHYECKOEe» TBepAOoe HeOO, HENmpPaBHIIbHBIM
pOCT 3y0OB (PUCYHOK).

of

Puc. Cunapowm Ilpores y pebenka E. 1 r. 8 mec.
Fig. Proteus syndrome in a 1 year and 8 months child E.

KoxxHble MOKpoBBI OJenHbIe, 3IacTHY-
Hble. OTMeYalics yMEepeHHBIH nepuopouTab-
HBI U IepUOpaibHbIi 1uaHo3. Typrop Tka-
HeW coxpaHeH. PeOEHOK yMEepeHHOro mwura-
Hus. Omnpenernsiach NOTMIMM(POATCHONATHS.
[TanpnupoBanuce nepudepudeckue 3aaHe-,
NepeIHENIeHHbIE, TOAYEIIOCTHBIE, OKOJIOYII-
HBIC, IOJMBIIICYHBIC, MAaXOBBIE JUMQPOY3ITHI

pasmepamu 0,5-0,7 cM B quameTpe, MHOMKeE-
CTBCHHBIC, TIOABIIKHBIC, 0e300JIe3HCHHBIC.
Otmedanach THUIEpEeMHUs 3€Ba, S3BIK OBLI
BJIQXKHBIM, YMEPEHHO OO0JIOKEH OeNbIM Halie-
ToM y kopHs. UJ[ — 27 B munyty. HocoBoe
IpIxaHue 3aTpyAaHeHo. OTmeuancs Mallonpo-
TYKTUBHBIA TIEPUOAMYECKU Kalllelb, Yallle B
yTpeHHee BpeMs CyTok. Han nerkumum npu
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MEPKYCCHH ¢ 00EMX CTOPOH OIpEenersics sc-
HbIA JierouHbld 3ByK. [lpu ayckynbTanuu
JIETKUX BBICIYIIMBAIOCH KECTKOE JbIXaHUE,
€IMHUYHBIE CYyXHE PACCESHHbIE XPUIIbI ¢ 00e-
ux cropoH. O0JacTh cep/ilia Mpu OCMOTPE HE
M3MeHeHa. [ paHuIlbl OTHOCUTENIBHOM TYIIOCTH
ceplia COOTBETCTBOBAIN BO3PACTHON HOPME.
YUCC - 120 ynapoB B MuHyTy. TOHBI cepaia
ObUTM TPHUIIYHICHBI, PUTMHYHBIC. JKHUBOT
0OBIUHOI (pOPMBI, AKTUBHO yYacCTBOBAJI B aK-
Te npixanus. [Ipu mampnaruu OH OBLT MST-
kuii, Oe30one3HeHHbIN. [ledeHp BwICTymana
u3-noj kpast pedeproit ayru va 1,0 cm. Cene-
3eHKa He yBenuueHa. Ctyn — 1 pa3 B CyTKw,
oopmien, 06e3 MaTONOTHUECKUX IMPHUMECEH.
Huypes — B HOpME.

B HeBposoruueckoM craryce: CO3HaHHUE
scHoe. OcTpoTa 3peHusi CHUXKEHA, TJIa3HbIe
eI CUMMETPHYHBI, 3padyKyd paBHBIC, JBU-
KEHUs TJIa3HBIX sIOJIOK B IOJHOM OOBEME.
Humonmu Het. KonBeprenmwusi ocnabiieHa,
HUCTarMa HeT, peakius 3paykoB Ha CBET BS-
nasi. OcTpoTta cityxa B HopMme. JIuio u Mumu-
Ka accCUMMETpUYHbl. TOYKM BBIXOJA TpPOM-
HUYHOTO HepBa 0e300s1e3HEHHBI. OTMEYanoch
nonepxuBanue u kpusomies. DoHarus He
HapyueHa. JleBuanus s3bika BpaBo. MeHHH-
reajlbHbIX CHMIITOMOB HET, OMPEIeIsIoch
CHIDKEHHE YYyBCTBHUTEIBHOCTH B 0OJIACTH Jie-
Boil meku. OOBeM U cuila aKTUBHBIX W Tac-
CUBHBIX JBWKEHUN OBUIN CHIDKEHBI. MEIeu-
Hasi TUTIOTOHHUS. CyX0XHIIBbHO-
NepUOCTaIbHbIE pedIeKChl OKUBJIEHBI, D>S.
Otmeuanace rpyOasi 3ajaepkka HEpPBHO-
ncuxuueckoro passutus. He cuaur camocro-
ATETHHO, HE XOMUT. B MCHUX03MOLIMOHATBHOM
cdepe: BB, MOTOPHO PAaCTOPMOXKEH, IMO-
[IMOHAJILHO JTAOUJIEH.

Ha ocHoBanum xano0® mpu mocryrJe-
HUU, aHaMHe3a 3a00JIeBaHUs U KU3HU, KIIHU-
HUYECKOT0 OCMOTpa ObLI BBICTABJIEH MpE/Ba-
PUTEIBHBIA TUArHo3: ocTpeii 6ponxut, JJH 0
cT. BpoxxneHHbIi MOpok pa3BuUTHA Mo3ra (Te-
MUMeralisHIedanus ciieBa), COCTOSTHUE MOoce
OMEepPaTUBHOTO JieUeHUs: (yJaJeHUE JIEBOTO
nonymapus). Cumnromatudeckas (okagbHas
JICBOTIOTyIIIApHAS (bapmakope3ncTeHTHas
SMUIIETICHS, 3aJIepXKKa MCUXOPEUEeBOr0 U MO-
TopHOro pasputHs. Proteus-like cunmpom.

BpoxzacHHBIM  CpeaHMM  MEJIaHOLUTapPHBIN
HEBYC.

beuto HasHaueHO HeoOXxoaumoe j1abo-
PaTOPHO-UHCTPYMEHTAIILHOE 00CIe0BaHNUE.

O6umit anmamm3 kpoBu (OAK) or
28.02.2017 r.: Bp — 3,76 x 10%/,, HB —
96 r/m, JI. — 7,1 x 10%,, Tp. —203x 10%,,
0—0%, m— 1%, 35— 0%, c — 11%, m — 10%,
1—77%, COD — 50 Mmm/4.

O6mwmit ananu3 moun (OAM) — B HOp-
Me.

Konporpamma — B HopMme.

OKI' ot 28.02.2017 r.: cunycoBas Ta-
xukapausi, YCC — 167 ynapoB B 1 mMuHyty,
20C B HOpMeE.

Koncynpranus HEeBpoJiora oT
27.02.2017 r.: pe3uayaabHO-OPTaHHUYECKOE
nopaxxkenue [{THC, cunmpom Ilpotes. ['pyOas
3a/IepKKa IICUXOPEYEeBOro pasBUTHA. BHyT-
pudepenHas KOMIIEHCUPOBaHHAsi TUIEPTEH-
3Usl, CyZAOpPOrM B aHaMHe3e. 3aJepKKa CTaTu-
KO-MOTOPHOTO pa3BHUTHS, IPABOCTOPOHHHIA
remunape3. HasHaueHn BHyTpb mpemnapar 3b-
Kap ¥ IVIMIHUH B BO3PACTHBIX J103aX.

KoHncynpranus JIOP-Bpaua oT
27.02.2017 r.: oCTphIi J€BOCTOPOHHUM HE-
nephopaTUBHBIN cpenHUil oTUT. PuHOapuH-
THT.

C nepBoro nHs npeObIBaHUS peOCHKa B
OTJICJICHUH TPOBOAUIIACH HEOOXoIuMas KOM-
IUIEKCHAs Tepanusi: STHOTPOIIHAS IPOTUBOBU-
pycHas Tepanus (BU(DEpPOH), aHTHOAKTEPH-
anbHast (BHYTPUMBIIIEYHO (B/M) IICTIEPOH,
aMUKalliH); CHMIITOMaTH4YecKasi Tepanus (aH-
TUIHPETUKH — HOYNpodeH BHYTPb, B/M JTUTH-
yeckas cMech ¢ 2% pacTBOPOM XJIOpOMHpa-
muHa, ¢ 50 % pacTtBopoM aHanbruHa, ¢ 2%
pacTBOPOM JPOTaBEPHHA); MYKOJIUTUKU (am-
OpoOeHe BuUJE MHTAISALUUN U BHYTpPb); IPOTH-
BOCYIOpOKHast — Tepanus  (kapOamasenuH
BHYTpb); TPOTHBOrpHOKOBas ((hIyKOHA30]
BHYTpB); MecTHOe seueHue otuta (0,5% pac-
TBOp JIMOKCHJIMHA B BHUJE Kamellb B HOC U B
yiu); ¢pusnoneyeHune (1azeporeparnus Ha 00-
JacTb rpyaHOW KieTku, uHramssmuu c 0,5%
pacTBOPOM JMOKCHJIMHA, MaccaXk TIpyAHOMN
KIJIETKH).

Ha ¢one nanHoro nedeHus orMevanach
NOJIOXKHUTEIbHAS JMHAMUKA B COCTOSHUU H
CaMOYyBCTBUHM peOEHKa: CHU3MWIIACh TeMIlepa-
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TypHast peakuus A0 cyodeOpuiIbHBIX P,
YIIYUIIWJICS AalIeTUT, YMEHBUIWICS Kallelb.
PeGenok cran Gonee akTUBHBIM. B nerkux Ha
(oHE IKECTKOTO IBIXaHUS MCUE3TU CyXHe
xpunbl. OTMeYanach W TOJOXKHUTENbHAS JIH-
HaMUKa U CO CTOPOHBI JIaOOpPaTOPHBIX JIaH-
HBIX.

OAK ot 03.03.2017 r.: Dp — 4,45 x
10%/,, HB — 113 t/m, JI. — 7,1 x 10%,, Tp. —
302% 10%,, 6 — 0%, 11 — 1%, 3 — 1%, ¢ — 40%,
M — 8%, 1—50%, COD — 37 mm/u.

OAM ot 03.03.2017 r.: B HOpME.

HecmoTps Ha mpoBOAMMYIO KOMILIEKC-
Hyto Tepanuto, ¢ 09.03.2017 r. B TeyeHuHU
3a0oJeBaHusl y peOeHKa OTMEYaloch pPE3Koe
yXyALIEHUE OOILEro COCTOSHUS U CaMOYyB-
ctBus Ha ¢oue peundpexuuun OPU B pe3ynb-
TaTe KOHTAKTa €ro ¢ OOJbHBIM OTIOM. Y TMa-
[MEHTA TOSBWINCH KIMHUYECKUE CHMITTOMBI
OoponxooocTpykTrBHOTO cuHapoma (BOC),
SKCHUPATOPHAS OJBIIIKA B MOKOE, YCHUIIHICS
BJIOKHBIN Kallens Ha GpoHe 1moBbieHus T re-
na o 38,5 °C.

YuuteiBas yxyJuieHue oOLIero cocTos-
HUs peOeHKa Ha (oHe penH(EKIUN CMEIIaH-
HOW BUPYCHOHM ATHOJIOTHH (BHPYC DTIITCHH-
Bapp, mmromeramoBupyc, BHpPYC IPOCTOTO
reprieca 1 U 2 TUIOB) MO JaHHBIM KJIMHHUYE-
CKOTO U J1a00paToOpHOTO 00CIeI0OBaHUS, OBLTH
Ha3HA4YeHbl C JIE3MHTOKCUKAIIMOHHOU IIENIBIO
nH}y3HOHHas Tepanusi U3 pacyera 20 mi/Kr
Macchl peOeHKa B CyTKH (BHYTPHUBEHHO (B/B)
KarnenbHoM nHpy3un 10% pacTBOpa riIrOKO36I
¢ 10% pactBopoM TritOKOHaTa Kanblus, 2%
pacTBOpoM TMeHTOKcuWIMHA, 2% pacTBO-
poM puOOKCHHA); UMMyHOTepanus (B/B Ka-
MEJIBHO PacTBOp MMMYHOTJIOOYJIMHA YelIoBe-
yeckoro u3 pacuera 0,1 r/kr maccol Tena Ne3);
TJTFOKOKOPTUKOCTEPOUIBI  (MHTAISINH  TTYJTh-
MUKOpPTa M B/M JeKcamMeTa3oHa). A Takxke
MPOJOIDKEHa aHTHOAKTepUallbHAsl Teparus
(B/B xamenbHO nepTpuakcoH) Ha ¢GoHE Tpo-
TUBOCYJIOPOKHBIX U TPOTHBOBUPYCHBIX Ipe-
MapaToB.

OAK or 10.03.2017 r.: Op — 4,78 x
10%/,, HB — 118 r/n, JI. — 10,7 x 10%,, Tp. —
406 * 10°/5, 6 — 0%, 11— 2%, 3 — 1%, ¢ — 40%,
M — 7%, 1—50%, COD — 35 Mmm/4.

Buoxumuueckoe wucciaenoBaHue KpPOBU
ot 10.03.2017 r.: obmmii 6en0k — 62 r/1, ca-

xap — 4,5 mmons/n, AJIT — 38 ME/n, xanbimii
— 2,2 mmounp/n, ¢ochop — 1,45 mMmomw/m,
CPb<o6wmr/n, menounas  Qocdaraza —
239 En/n, AJIT- 18 En/n, ACT — 26 En/n.

N®A xposu ot 10.03.2017r.: aHTUTENA
K nuromeranoBupycy IgM+; anturena k mu-
tomerasioBupycy IgM(KII) — 2,96; anTutena
K nuroMeranoBupycy lgG+; anturena k mwu-
tomeranoBupycy 1gG (koni.) — 5,23; antuTe-
Ja K BUpYyCy mpoctoro repneca 1 u 2 TUIOB
IgG+; anTHTENna K BUPYCy MPOCTOTO Tepreca
1 u 2 TunioB IgG(KII) — 9,06; anTHuTeNna Kk Kar-
cunnoMmy antureny lgG Bupyca Dmmreiin-
bapp+; anTtuTena K KalCHUIHOMY AaHTHUIEHY
IgM Bupyca Onmreitn-bapp (KII) — 3,94; an-
TUTeNa K KarcugHoMmy aHtureny |gG Bupyca
Snmrreitn-bapp (KIT) — 19,38.

baktepuonoruyeckoe  HccieOBaHUE
OTJeNnsieMoro M3 Hoca Ha ¢uopy OT
10.03.2017 r.: Beigenen Staphylococcus hae-
molyticus (ycinoBHo-naroreHHass MHKpodII0-
pa), yMepeHHbI pocT. JlaHHBI MUKpoopra-
HU3M SIBIISIETCS. HOPMAJIBHON MHKPODIOpOid
HOCOBOI1 MOJIOCTH.

bakrepuonornyeckoe  HcCClIeI0BaHUE
OTJIEJISIEMOr0 U3 3eBa (PIIOpy U UyBCTBUTENb-
HOCTh K aHTuOMoTHKaM oT 10.03.2017 r.: BBI-
JIeJieHa YCJIIOBHO-TIATOT€HHass MHKpodIopa,
oomwneHblii  poct  (Klebsiellapneumonia —
1,0405 KOE/r). AnTHOMOTHKOTpaMMa: aM-
NUIWUIMHT,  aMOKCHIMJUIMH/KIIABYJIOHOBAS
KHCIIOTa-, nedazonun-, nedpenum+, mneTpu-
aKCOHT.

OXOKT ot 14.03.2017 r.: OO0 — 2 MMm.
Kawmeps! cepana vHe pacmmpensl. Cucronnye-
ckasg (GYyHKIMS MUOKap/a JIEBOTO >KeIyJouKa
yJIOBJIETBOPUTEIIBHAS.

Ha ¢done npoBeaeHHOro nedeHus y pe-
OeHKa Yepe3 HECKOJIbKO JIHEH HOpMaln30Ba-
Jach TEMIeEpaTypHas peaklus Tela, UCYE3NH
CUMITOMBI MHTOKCUKAIIUH, YITYUIIUIICS arTe-
TUT, Kallelb MPaKTHUYECKH HCcUe3, 0TMeUanach
MOJIOKUTENbHAST TMHAMUKA B JIETKMX U CO
CTOPOHBI JTAOOPATOPHBIX JTAHHBIX.

OAK or 13.03.2017 r.: Op — 4,79 x
10%/,, HB — 115 r/m, J1. — 12,1 x 10%,, Tp. —
352% 10%,, 6 — 0%, 11 — 2%, 3 — 4%, ¢ — 31%,
M — 7%, 1—55%, COD — 15 mm/u.

OAM ot 13.03.2017 r.: B HOpME.
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BonpHOU  pebeHOK  OBLI  BBHIMHCAH
15.03.2017 1. ¢ yaydilleHWEM U C COOTBET-
CTBYIOIIMMH PEKOMEHIAMSIMH O]l HaOJro-
JIEHHE Yy4YacTKOBOTO IMeauaTrpa, JeTCKOro
HEBpOJIOTa, Bpauda-TCHETUKA IO MECTY KH-
TENbCTBA C JAMATHO30M: OCTPBIA OOCTPYKTHB-
ueiii 6ponxur, JIH 0-1 ct. Ha ¢oHE cMmemaH-
HON BUPYCHOW MH(MEKIUU (BUpPYC DNIITEHH-
Bapp, uwmromeranoBupyc, BHUPYC MPOCTOTO
repreca 1 u 2 TunoB). BpokaeHHBIN MOPOK
pa3BuTHsA MO3ra (TeMUMerayHIehanus clie-
Ba), COCTOSIHHE MOCJE ONEePaTUBHOIO JICUCHUS
(ynanenue neBoro moisymapus). Cumnroma-
Tudeckas ¢okanbHas JeBomnoiyuiapHas dap-
MaKOPE3UCTCHTHAs  OIWICTICHUS, 3aJ[epPKKa
IICUXOPEUEBOr0 U MOTOPHOTrO pa3BuTHs. Pro-
teus-like cunapom. BpokaeHHBIH cpenHHiA
MeJIaHOLUTapHbII HEBYC.

3akawuenue. Takum oOpasom, mpen-
CTaBJIsIsl ONMUCAHHE JAHHOTO KIMHUYECKOTO
HaOJIOACHNUS, XOTEIOCh Obl 0OPATUTH BHUMA-
HUE Bpayeii-CrennaIiucToB Ha OJHO U3 PEIKO
BCTpevaromuxcs 3aboneBanuii — Proteus cun-
JpOM, KOTOpBI, BEposiTHEE BCero, cpopmu-
poBasicsi y peOeHKa B pe3ysbTaTe JOMUHAHT-
HOM COMAaTHYECKOW MyTalliu B 3apO/IbIIIEBOM
KJIETKEe, U TIPEJICTaBUTh OCOOCHHOCTH KIIMHU-
yeckoro mpossienuss CII B nuHamuke Ha
(oHe TeueHHs CMEIaHHON OCTPON BHPYCHOM
nH(peknun y 601HOTO peOeHKa paHHETO BO3-
pacra.

CII — 310 penkas MaToOJOTHUSI IETCKOTO
BO3pacTa, KOTOpas XapaKTepU3yeTcs: JOBOJIb-
HO HEMPOCTOW MeHETHUECKON UICHTHU(PHUKAIHU-
ell, UMeeT CXOJHYI0 KIIMHUYECKYI0 KapTHHY C
pSAIOM  HACIEICTBEHHBIX 3a0o0NeBaHUN U
(dhopMHUpOBaHHEM OCIIO)KHEHUH B BUIEC HOBO-
oOpa3zoBanmii. [ToaToMy cBOeBpeMeHHas aua-
THOCTHKA UMEET OOJIBIOe 3HAYCHUE HE TOJb-
KO JUIsl IPOTHO3a TeUeHUs JaHHOTO 3a001eBa-
HHUS, HO M Ka4eCTBa MajbHEUIICH >XKM3HU I1a-
LUEHTA.

Asmop cmamvu noomeeporcoaem om-
cymcemeue (QuUHaAHCcoB0l NOOOEPIHCKU UCCAe)0-
8aHUS, O KOMOPOU HEOOXO0OUMO COOOWUMb.
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