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AHHOTALMSA

Beeaenne. MICCAP cunapom (Mukponedaiuu-kammwuispHod ManbhopMaiuu) —
peakas TeHeTHYeCcKas COCYAMCTas aHOMAJMs, XapaKTEPU3YIOIAsAcs TsDKEIION
BPOXACHHON MUKpoledanueil, HapyleHueM pU3NYeCKOro U HEPBHO-IICUXUYECKOTO
pa3Butus, AU(Py3HbIMH MHOKECTBEHHBIMU KAaNWUIIPHBIMU Malb)OpMALUSIMHU Ha
KOXKE€,  paHHEeW  TPyAHOMU3ICUYUMOU (apMaKkoOpe3UCTEHTHON  SIUJIENICUEH,
CHACTUYECKUM TETpanape3oM U TUIOIUIa3uell AUCTalbHbIX (hanaHr nanbues. Lleuan
HCCJIeIOBAHUS — OLEHUTHh (PU3MYECKOE pPA3BUTHE, NPOAHAIU3ZUPOBATH JTUHAMHKY
KJIMHUYECKUX CUMITOMOB U paccuuTaTh akruueckoe nuranue pedenky ¢ MICCAP
cuaapomoMm. Marepuaa u meroabl. IIposenen ocmorp mnanmenta ¢ MICCAP
cunapoMoM. Pesdyabrarbl. C poXJIeHHsS NAUMEHT HAOMIONAETCs HEBPOJIOTOM C
nuarnozoM: MICCAP cungpom. B deppane 2023 roga Obul TOCIHTAIM3UPOBAH B
HEOTJIOKHOM COCTOSSHUM B HeBposorudeckoe otaeneHue 'AY3 CO JII'Kb Ne9 B
CBS3U C YYAlCHUSIMU MIPUCTYIOB B BUAEC TOHUYECKUX HANPSDKEHUN B pyKax M HOrax,
NEPUOJUYECKAX DIU30J0B PBOTHI M CPBITMBAHWN. Y TALMEHTA BBISBIICHBI
cnenuduunsie mis MICCAP cungpoma cumnroMbl. Ha MOCTOSHHOW OCHOBE
IPOBOJUTCS T€paIvsl aHTUKOHBYJIbCAHTAMH U TIIIOKOKOpTHKOWAaMu. [Ipy cHM>XeHuH
WIM TpPOIyCKe npuéMa [03bl NPOTUBOANMIENTHYECKOrO IIpenapara COCTOSHHUE
YXYIIIaeTCsl C Pa3BUTHEM CYJIOPOXKHOIO CHHApoMa. B cBsA3M ¢ yeM manueHT
TOCIIUTAIIM3UPYETCS B HEBPOJIOTHUECKOE OoTAeNeHre. BoiBoabl. PanHee nuarHoctuka
MICCAP cunzmpoma, CBOEBpEMEHHOE M  HaOJIOJEHHWE HEBPOMNATOJIOra C
CUCTEMaTUYECKUM BBITIOJIHEHUEM pEKOMEeHIaui o npueémy
MIPOTUBOSUIIENITUYECKUX TPENapaToB CIOCOOCTBYET MPO(PHUIAKTUKE OCI0KHEHHIM
3a00J1eBaHu.

Karwouessbie ciioBa: MICCAP cunapom, aetu, snumencusi, GakTHIecKoe MUTaHue.
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Abstract

Introduction. MICCAP syndrome (microcephaly-capillary malformation) is a rare
genetic vascular anomaly characterized by severe congenital microcephaly, impaired
physical and neuropsychiatric development, diffuse multiple capillary malformations
on the skin, early intractable pharmacoresistant epilepsy, spastic tetraparesis and
hypoplasia of the distal phalanges of the fingers. The purpose of the study is to

2332



assess physical development, analyze the dynamics of clinical symptoms and
calculate the actual nutrition of a child with MICCAP syndrome. Material and
methods. A patient with MICCAP syndrome was examined. Results. From birth, the
patient is observed by a neurologist with the diagnosis: MICCAP syndrome. In
February 2023, he was hospitalized in an emergency condition in the neurological
department of the State Medical Institution with Children's City Clinical Hospital No.
9 due to increased seizures in the form of tonic tensions in the arms and legs, periodic
episodes of vomiting and regurgitation. The patient has MICCAP-specific symptoms.
Therapy with anticonvulsants and glucocorticoids is carried out on an ongoing basis.
When reducing or skipping the dose of an antiepileptic drug, the condition worsens
with the development of convulsive syndrome. In this connection, the patient is
hospitalized in the neurological department. Conclusions. Early diagnosis of
MICCAP syndrome, timely and follow-up by a neurologist with systematic
implementation of recommendations for taking antiepileptic drugs contributes to the
prevention of complications of the disease.

Keywords: MICCAP syndrome, children, epilepsy, actual nutrition.

BBEJIEHUE

MICCAP cunapom (MukporiedhaaTuu-KanuuUBsIpHOR MalTb(popMaiiun) — peakas
TrEeHEeTUYEeCKasi COCYIMCTasi aHOMAaJus, XapaKTePU3YIOMIAsACs TSHKEIOW BPOKIACHHOMN
MUKpoledanuel, HapymeHueM (U3MUYEeCKOro U HEPBHO-TICUXUYECKOTO Pa3BUTHS,
muby3HIME  MHOKECTBEHHBIMH ~ KAMWUIIPHBIMU  Majb(opMalusiMd Ha KOXKE,
paHHEH TPYAHOU3ICUMMON (hapMaKOPE3UCTEHTHOM SIUJIETICUEH, CNaCTUYECKUM
TETpanape3oM M THUIMOIUIa3uel AUCTAIbHBIX (ajmaHr mnanbieB. Jas OoNbHBIX
XapaKTEpHbl TUCMOP(PUYHBIC YEpPThl JiMla (HU3KUM POCT BOJOC, MOKATBIA JIOO,
SMUKAHT, MITO3, HU3KOMOCAKEHHBIE YIITHbIE PAKOBUHBI, MUKPOTHATHS, KOPOTKHI HOC),
BpOKJAEHHBIE MOPOKH cepaua [ 1, 2].

Cunnpom MICCAP sBnsiercs ayTOCOMHO-PEIIECCUBHBIM — 3a00JIEBAaHUEM.
Pacnipoctpanennocts coctasigeT MmeHnee 1 ciydas Ha 100000 HoBOpoxaeHHBIX [ 1].

PexoMeHnyeTcs  moajAep)KMBAroIias — Tepamus, BKIHOYaromas B ceOs
HaOJII0/ICHNE TeHETUKA, HEBPOJIOTa, IMeTojora u neauarpa [1].

Heab wucciaegoBaHusi — TMPOBECTH OIEHKY (DU3UUYECKOTO Pa3BUTHS U
MPOaHaIU3UPOBATh TUHAMUKY KIMHMYECKUX CUMITOMOB. PaccumTaTh akTHyeckoe
nutanue pedenky ¢ MIC-CAP cunapomom.

MATEPUAJI U METOJbI

Mpb1 mpoBenr OOBEKTHBHBIM OCMOTp, OLCHWIN (U3MUECKOTO DPa3BUTHE U
pe3yibTaThl, JA0OPATOPHBIX ¥ HWHCTPYMEHTAJbHBIX METOJOB HCCJICIOBAHMUS
narmednta B. ¢ gmarnozom MICCAP cuHapoM, TOCHUTAJIM3UPOBAHHOIO B
HeBposiornueckoe otaeneHue I['AY3 CO «Jlerckas ropojickas KIMHUYECKAs
oonpHuna Ne 9. IlpoananusupoBanu ¢akTHUECKOE MUTAaHHWE C MOCIEAYIOIMIUM
pacueToM (HU3NOJOTUYECKOM MOTPEOHOCTH B OCHOBHBIX MHIIEBBIX BEIIECTBAX U

KQJIOPUAX C COCTABIECHUEM IPUMEPHOIO MEHIO.
PE3YJIBTATDI
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[Tanment manbuuk B., 11 MecsieB, MOCTYNMUII B HEBPOJIOTUUECKOM OT/IEJICHUU
B HEOTJOXHOM TMOPSAKE C CEpHEed SNWIENTHYECKUX CHa3MOB, MHOKIIOHUH,
IIPUCTYIIHBIN IEPUOL.

W3 anamHe3a Xu3HU peOEHOK OT 6-i1 GepeMeHHOCTH (JIBOE CPOUYHBIX POJIOB,
TPU MEAMIIMHCKHX a0opTa Mo MpUYMHE perpecca OepeMEHHOCTH), MPOTEeKaBIIe Ha
done OAA, MKb (omeparust B8 2018 1.), BarmauTa (canupoBan), anemuu, OPBU,
pOAbl 3-M CPOUYHBIE CAMOCTOSATENBHBIE B CPOKE 38 Henesb 3 JIHS; 3aJepikKKa pocTa
wiona. Bec mpu poxaennn 2980 1, poct 50 cm. Ouenka o mkane Anrap 8/9 6aos.
CrapmumMm netsim 8 1 4 rona, 3J0POBBI.

C 1 wmecana y peOeHKa CYIOpOXHBIM CHHIPOM (MyJIbTHU(OKAIbHbBIE
kioHnueckue cynoporu Hor). JluarHo3 MICCAP cuHzapom BHepBbI€ INOCTaBJICH U
NOATBEpPXkKACH pe3yibTaTtamu uccienoBanust JJHK (kiuHHUeckoe ceKBEeHUPOBaHUE) B
BO3pacTe 6 MecsIEeB.

Ha DO3I' (ampens 2022 r1.) - wMy’nbTU(OKaNbHAS HOWICOTHPOPMHAS
aktuBHocTb. Ha MPT (anpens 2022 r.) — 3amepkKa MUEIMHU3ALMM MOTyLIAPHA
MoO3xkeuka. Ha3HaueH NOCTOSAHHBIM NpPUEM [eakhHA. B JUHAMHUKE OTMEUYEHO
YMEHBIIICHUE  YacTOThl M  MHTEHCHUBHOCTHM  MPUCTYNOB (C  yJy4lIEHUEM
AMOIMOHAJILHOTO W MBIIIEYHOTO TOHYCA, MOBBIIICHUEM YCTOMYMBOCTU (PU3UUYECKUX
pedaekcoB). PexkoMeHI0BaHO HaOIIOJEHUE HEBPOJOra M PEryJisipHbIA IpUEM
MPOTUBOCYAOPOKHBIX MPENAPaTOB.

HecmoTps Ha Tepanuio SHUJIENTAYECKUE MPUCTYIBl COXPAHSJIUCh, 4YTO
TpeOOBAJIO KOPPEKIMH JI03bI TMperapaTa M TOCHUTAIM3AIMU B HEBPOJIOTHYECKOE
OTJIECJICHUE.

BckapmiimBanue ¢ poOXIEHUS CMEIIAaHHOE. BBHIY BBICOKOM YacCTOTHI
IPUCTYTIOB, nceB100yILOapHBIX HapylIeHUI (3aTpyneHue TJIOTaHus,
MOTIEPXUBAHUMN )- (PU3UOIOTHUECKUI CYyTOYHBIM 00BEM MUTAHMS HE ToTy4ai. B cBs3u
C ATUM YCTAHOBJIEH HA30TacTPaJbHBbIA 30H]I W MPUMEPHO MOJOBUHY OO0beMa —
BBICACBIBAET CaM U3 OYTHUIOYKU

[Tomyyaemsblii 00bEM NUIIM YCBAUBAET, B Macce MPUOABIISIET B COOTBETCTBUH C
BO3pacToM. B cocTaB KOMIUIEKCHON Tepanuu 100aBJIeH METUIIPEI.

B suBape 2023 r peOeHKy OnpeesieH NajuIMaTUBHBIN cTaTyc.

B deBpane 2023 Ha QoHe mnepepbiBa B TNpPUEME MNPOTHUBOCYIOPOKHBIX
MpenapartoB OTMEYEHO YYalleHUE CYJIOPOXKHBIX TMPHUCTYNIOB B CBSA3M C YEM
rocnuTaau3nupoBad B HeoTioxxHOM mnopsake B 'AY3 CO HI'’Kb Ne9. CocrostHue
pebeHKa OCIOXKHSIIOCh YYaCTHUBIIUMHUCSA CpPBITUBaHUSAMH 10 15-20 pa3 B JeHb,
MIEPUOIUYECKHU PBOTOM.

OBCYXIEHUE

VY mnarnmenta B. BeisiBnensl xapakrepasie st MICCAP cunapoma CUMOITOMBL:
TsDKENask BPOXKJIeHHAss MUKpoliedanus, rpy0as 3a7ep>Kka ICHXOMOTOPHOTO Pa3BUTHSI,
HapylieHue (Uu3ndeckoro pa3Butusi, AUGQPy3HbIE MHOKECTBEHHBIE KaMWJUISIPHbBIC
ManbGopMalli Ha KOXe, paHHSAs TpyAHousieuuMas (apMaKkope3uCTEHTHAs
SNWJIENCUST B BHUAE YAaCTbIX TOHUYECKUX CYJOpPOr, CIACTUYECKUW TeTpamnapes,
TUTIOIJIA3Usl TUCTAIBHBIX (DaJlaHT TableB, IUCMOP(PUYHBIC YepThl JiUla (HU3KUI
pPOCT BOJIOC, MOKATHIN 700, 3MUKAHT, NTO3, HU3KOMOCAKEHHBIE YIIHbIE PAKOBHHBI,
MUKpPOTHATHSI, KOPOTKUN HOC).
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KnuHuueckass KapTUHAa OCJIOKHEHAa MMOKIOHUAMH, TCEBI0OYILO0apHBIM
CUHIPOMOM, TIOBBIIIICHUEM CYXOXKWIBHBIX pediiekcoB, mudQy3HON MBITICIYHON
TUIIOTOHUEN, PBOTOM, CPHITMBAHUSIMU T10CJI€ TPUCTYTIOB, 3aII0PAMU C POKIICHHUS.

Onenka ¢Qusnyeckoro pasButus: macca = 11,6 xr.,, mgommHa = 73 CMm.
OxkpyxHOocTh TOJ0BBI = 43 cM. OKpyXHOCTb TpyaHOW kietku = 50 cMm. z-Score-
mmaa/Bo3pact = -0,70 SD; z-score-macca/mmuue = +2,83 SD. 3axmrodeHwue:
¢uznyeckoe pazputue cpeanee. OxxupeHue.

OrneHka HEPBHO-TICUXHUECKOTO Pa3BUTHS: 5 TpyIa.

Jlabopatopubie uccienoBanus (OAK, OAM, Guoxumus KpoBHU) B Mpejenax
(U3HOTOTUYECKON HOPMBI.

Ha 339" (¢eBpaip 2023 r.) coxpaHsierca  MyJbTU(OKaIbHAS
SnuiIenTU(GOPMHAsT aKTUBHOCTh, Oojiee BbIpakeHHass B JieBoM remucdepe, c
XapaKTEpHBIM JIJIi TUIICAPUTMUU TMATTEPHOM «IojaBiieHue-Benbinikay. Ha HCI
(peBpans 2023 r.) BBISBIEHA AWJIATAalldg MEPEAHUX POTOB OOKOBBIX MKEITYJOYKOB
TOJIOBHOTO MO3Ta.

Pacuer nuranus.

[ToTpeOHOCTH B OCHOBHBIX MHUILEBBIX BEUIECTBAX U SHEPIruu: Oenku = 28 r/cyT,
xupbl = 53,3 r/cyt, yraeBoasl = 126 r/cyTt, sneprus = 1067 xkain/cyt. CyTOUYHBIHI
oobem = 1000-1200 ma/cyT, pa3zoBbiii 00beM = 140 mu. Pexxum nutanus 7 pas B
CYTKH KaXkaple 3 yaca.

JUis  KOppeKUMH CHHApPOMA CpPbITMBaHMM PEKOMEHJOBAaHO Ha3HAUCHUE
aHTUPE(DITIOKCHON CMECH ¢ KaMeIbi0 0000B POKKOBOTO J€pEBa.

[IpumepHOE MEHIO:

6.00 — cmeck Nutrilon antupedaroke 30 mi u NAN tpoitHoit kompopT 110 mut.

9.00 — kama monounas 140 mu + cnmuBouyHoe macio 1 rp. + 1/2 xenTka.

12.00 — cmeck Nutrilon antupeduroke 30 Mt 1 NAN TtpoitHoit komdopt 110

ML

15.00 — oBomuoe mrope 100 rp. + msacHoe mrope 40 Tp.

18.00 — kedup 140 M.

21:00 — cmechr Nutrilon antupedarokc 30 M u NAN Tpoiinoit komdopt 110
ML

24.00 — cmech Nutrilon antupedarokc 30 ma 1 NAN TpoiiHoit kompopT 110
ML

HeoOxomum pacuer mnUMTaHMS B JUHAMHUKE JUIS KOPpeKIMH oObema
aHTUPEPIIIOKCHOW CMECH C Y4eTOM OO0ObheMa M KOJWYEeCTBa CphiruBaHuii 1 pa3 B 7
nHer. 115 KoppeKUnH 3al0poB PEKOMEHI0BAH MPHUEM IIpenapaTa JaKkTyI03bl.
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3. Jns  MeToJIOrMY4ecKOM  KOpPPEeKUMH  JUCHENCHYECKOTO  CHUHAPOMA,
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AHHOTAIIUSA

BBenenne. Y OOJIBIIMHCTBA MAIMEHTOB C JIMArHO30M MYKOBHCIIHMI03 CHUMITTOMBI
MOSIBJIAIOTCS TIPU POXKJICHUM WM BCKOpPE TOCJIE POXKICHUs, U HamboJiee 4acThIMU
MPOSIBJICHUSIMU SIBJISIIOTCSL PECIIUpATOpHbIe MH(EKIMU W TUIoXash npubOaBKa B Bece.
JIpyruM# KJIaCCHYECKUMU TPOSIBICHUSIMU OOJIE3HU SIBIISIFOTCS Ype3MEpHasi MmoTeps
coiiel ¢ motroM. PecnuparopHoe 3a0oieBaHMe SBJISIETCS HaubOoJee TIKEIbIM
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