children's population of Russia/ K.V. Savostyan-
ov, A.N. Surkov, L.S. Namazova-Baranova [et
al.J//Russian Pediatric Journal. 2017; 20(3): 132-
139.

5. CypkoB A.H. ImukoreHoBas 6onesHb y
[eTel: HoBble acnekTbl NaTtoreHesa, COBPEMEH-
Hble MNOAXoAdbl K AMArHoCTUKe, ONTUMMU3aLmns Be-
[eHUs NaumeHToB: aBToped. Auc. ...A.M.H. M.,
2019. 47 c.

DOI 10.25789/YMJ.2023.84.33

YK 616.853-06:[616.133.33+
616.145.11]-007-053.1:004.42

Surkov A.N. Glycogen disease in children:
new aspects of pathogenesis, modern approach-
es to diagnosis, optimization of patient manage-
ment. diss. Doctor of Medical Sciences, 2019.
Moscow. 47p.

6. YBapoBa E.B. TeueHue rnvkoreHoBow 60-
Ne3HW NneveHn y Aeten B yCroBUsIX KOMMIEKCHON
Tepanuu: ABToped. AuC. ... KaHA. Med. Hayk. M.,
2005. 28c.

4 2023 ALY &

Uvarova E.V. The course of glycogen liver dis-
ease in children in conditions of complex therapy
/I Autoref. dis. ... candidate of Medical Sciences.
Moscow. 2005 28c.

7. Terry GJ, Derks C, Rijn M. Lipids in hepat-
ic glycogen storage diseases: pathophysiology,
monitoring of dietary management and future di-
rections// J. Inherit Metab Dis. 2015;38:537-543.
https://doi.org/10.1007/s10545-015-9811-2

E.A. Hapoposa, H.A. lUHangep, E.E. EpaxtunH, A.A. Hapogos

BO3MOXHOCTU KOHTPOJIA BUJIATE-
PAJIbHbIX TOHUKO-KITOHUYECKUX
NMPUCTYNOB C UCINOJIb3OBAHUEM
NMPUNOXEHUA EPITAPP® MNMPU
PE3UCTEHTHOWM 3NUINENCUN HA ®OHE
APTEPMOBEHO3HOU MANIb®OPMALUN

[MpencTaBneHo kNMHU4eckoe HabnoaeHne npumeHeHust npunoxexust EpiTapp® y 29-neTtHero nauveHTa ¢ hapMakopesncTEHTHOW anunencuen

(PPI). Ncnonb3oBaHa aBTOpCKas MeToAauka KucteBoro TennuHra EpiTapp® (nateHT P® Ne2606489 ot 10.01.2017). MNpumeHeHne NpunioxeHus
EpiTapp® nossonuno B 85% criy4aeB CHU3UTb TAXECTb U MPOAOIPKUTENBHOCTL (poKanbHbIX NPUCTYNoB 1 6onee Yem B 50% cnyyaeB npenot-
BpPaTUTb BTOPUYHYIO BunartepanbHyto TpaHcopMaLmio HauMHaLWNXCs bunatepanbHbIX TOHUKO-KIMTOHUYECKUX MPUCTYNOB. [laHHbIA KIMMHUYECKNIA
npuMep AEMOHCTPUPYET BO3MOXHOCTb 3pPeKTUBHOrO MCnonb3oBaHns npunoxenus EpiTapp® y naumeHTta ¢ PP3 Ha hoHe apTepUOBEHO3HbIX
ManbdopmaLuii B Ka4ecTBe anieMeHTa peabunutaumoHHON NporpamMmbl, HanpaBeHHOro Ha BO3MOXHOCTb KOHTPONS HaA anunenTU4eckvMmn npu-
cTynamu.

KnioueBble cnoBa: anunencus, KucteBon TennuHr, EpiTapp®, peabunutaums.

A clinical observation of using the EpiTapp ® application in a 29-year-old pa-tient with pharmacoresistant epilepsy (FE) is presented. The au-
thor's Epitap ® brush-tapping technique was used (RF patent No. 2606489 dated 01/10/2017). The use of the Epitaph ® application allowed in
85% of cases to reduce the severity and duration of focal seizures and in more than 50% of cases to prevent secondary bilateral transformation of
incipient bilateral tonic-clonic seizures. This clinical example demonstrates the possibility of effective use of the Epitaph ® application in a patient
with FE against the background of arteriovenous malformations as an element of a rehabilitation program aimed at the possibility of controlling

epileptic seizures.

Keywords: epilepsy, carpal tapping, Epitaph ®, rehabilitation.
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BBeaeHune. ApTepnoBEHO3HbIE Marnb-
dopmaunm (ABM) — aT0 BpoXaeHHas
aHoManus CcocydoB, SIBMNSIOLWAsACS pe-
3ynbTaTtoM LUYHTUPOBaHWUS Mexay apTte-
pUSIMU C BBLICOKOW MPOMYCKHOW Crnoco6-
HOCTbIO U BEHO3HbIMU COCYAaMWU C HU3-
KOW NPOMYCKHOW CNOCOBHOCTLI0, 06pa3ys
OVCNNacTUYeCcKnii COCyAUCTbIA o4var B
napeHxmme ronosHoro mo3sra [10]. Yacto-
Ta pacnpocTtpaHeHHocTun ABM ronosHoro
MoO3ra B nonynsumm BapbupyeTt oT 1,12
0o 1,42 cnyyast Ha 100 TbIC. HaceneHus.
BwmecTte ¢ Tem ogHuMm 13 Hanbonee va-
CTbIX OCMOXHEHWI BCcex nepBunyHbIX ABM
rorioBHoro mosra (4o 68 % cnydaes)
SBNsIeTC KpoBouanusiHne [6]. BTopoe
Hanbonee pacnpocTpaHeHHOe OCrOoXHe-
Hne ABM, kotopoe Bo3HukaeT y 20-45%
nauMeHToB — pas3BUTUE CTPYKTYPHOW
dokanbHoi anunencun (CHI). Mexa-
HU3Mbl BO3HVMKHOBEHWS JMMIEncun npu
ABM mHoroo6pasHbl. C ogHOI CTOPOHBI,
anunenTUYeckne MpUCTynbl MOryT pas-

BUTbCS HEMOCPeACTBEHHO BCreacTBue
KPOBOMSMUSAHUIA U reMocnaeposa, ¢ Apy-
ro — NPUYMHON MOXeET ObiTb heHoMeH
cocyamcToro obkpaabiBaHWS FOOBHOIO
Mo3ra [9]. AGCOMTHBIMM MOKa3aHUAMMN
K MHBa3nBHOMY neyeruto ABM aBnstoT-
Csl KPDOBOM3NUSIHNE BCreACTBME paspbiBa
ManbdgopmMaumn. Bonpoc neyeHusa He-
pasopsasLumxca ABM o cux nop octa-
etca gunckytabenbHbiM. B Heipoxumpyp-
TMYECKOM MpaKTVKe LUMPOKO WCMOnb3y-
etcsa knaccudukaums no Spetzler-Martin
(1986 r.) (Tabn. 1), koTOpasi no3sonser
OLEHUTb BO3MOXHBIAN PUCK XMUpypruye-
CKOro BMelLuaTenbCTBa.

Ha cerogHALWHWMA OeHb ONS nevYeHus
6onbHbIX ¢ ABM npumeHsoT cuMmnTo-
MaTuyeckyto Tepanuio u HabniogeHue,
9HA0BACKYNSPHYD 3aMGonM3aumio, Mu-
Kpoxupyprudeckoe yganeHue  Manb-
dopmauum 1 paguoxvpypruio. MHeHune
HerpOXMpPYproB 4acTo PacxoamuTcs B BO-
npocax TaKTVKW BeAEHMS MauMeHTOoB C
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ABM. lNo MHEeHMo ogHMX cneumanmncToB,
nauueHTbl ¢ ABM Bcerga TpebytoT xupyp-
rMyYeckoro BMelLaTenscTBa, Apyrue crne-
umManucTel BblIOMpaKT KOHCEpPBaTUBHYIO
TaKTUKY NeYeHns, a TPeTbU YTBEPXKAAIOT,
4YTO [aHHYH rpynny nauueHToB Heobxo-
OUMO MpOCTO HabnwpaTh, Tak Kak pUcK
HeraTuBHbIX MOCNEACTBUIA MCNOMb30Ba-
HUS1 MOObIX METOOOB MHBA3UBHOMO Iie-
YEeHUs NPEBLILLIAET PUCKU ECTECTBEHHOIO
TeyeHnss 3aboneBaHus [7]. M3BecTHO,
YTO BCE METOAbl UHBA3VBHOIO IEeYeHust
HanpaBneHbl Ha TOTanbHOE BbIKIIOYEHNE
ABM 13 KpOBOTOKA C LIEMNbI0 NCKIMIOYEHNS
pyCKa KpOBOMU3MNUSHWSA, NUKBUAAUMK de-
HOMeHa 06KpabIiBaHWNst MO3ra, CHUXKEHUS]
UNn perpecca HeBponornyeckoro aedu-
unTa, a TakKe KOHTPOMs Hag anunentu-
yeckumun npuctynamu [5]. B nuteparype
OonncaHbl AaHHbIE O TOM, YTO TOTarnbHOE
BblkrtoyeHne ABM MeToOoM OTKpbITOro
XUpypruyeckoro BMeluatenscrea obe-
cnevnBaeT a(pPEKTUBHBIN KOHTPOSb Hag
3NMNENTUYECKUMN NPUCTYNamMu ¢ n3bas-
neHvem ot npunagkos 6onee Yyem B 70%
cnyyaeB [8]. YuuTbiBas TOT pakT, 4TO
CTPYKTYpHasi anunencus y nauneHToB
¢ ABM noyTn BCcerga sendetcs apma-
KOPE3NCTEHTHOW, YTO CBSI3AHO C Hamnu-
unem yHkumnoHupyowen ABM, eguH-
CTBEHHbIM N Havbonee 3PEKTUBHBLIM
cnocobom nedeHust atoro 3abonesaHust
SBMSETCH TOTanbHOE PE3EKLUMOHHOE HeW-
poxupyprudeckoe nedeHue. OgHako npwm
nokanusaumm ABM B dyHKUMOHANbHO
3Ha4MMon 30He (3 - 5 Gannos no wkane
rpagauumm Spetzler-Martin) MoryT Bo3Huk-
HyTb OOMblUME TEXHUYECKNE CITOXKHOCTU
npv nNpoBedeHWM WHBa3UBHOIO BMeELLa-
TenbCTBa, BO3pacTaeT pUCK rnyoboKow nH-

Knaceudukanus ABM (no Spetzler-Martin, 1986)

Ilo paszmepy:

Memnee 3 cm — 1 Gamn
3-6 cm — 2 Oama
Bonee 6 cm — 3 Ganna

Ilo nokanuzayuu:

BHe QyHKIIMOHAIBEHO 3HAYMMOM 30HBI™
— 0 6amoB

B npenenax GyHKIIMOHATBHO 3HAUUMOKN
30HBI — | Gayt

Toopasoenenue ABM no xapaxmepy
OpeHUpoOsanusL:

OTtcyTcTBHE ITYOOKHX IPEHUPYIOMINX
BeH — 0 OayutoB

Hannuue niyOoKHX IPEeHUPYIOLINX
BeH** — 1 Gamn

ITo aToit KIaccuduKaIu GONBIIHHCTBOM
HEWPOXHUPYPTOB ONPEACIISETCS CTeNeHb

CyuecTByeT 5 rpaganuii MajabgopManuu:
nipu [ (1 6ayur) rpajanuy pucK onepaTHBHOTO

nipu V rpaganun (5 6a10B) — BO3HUKAIOT
GOJBIIINE TEXHIIECKUE CIIOKHOCTH, BBICOK PHCK
TyGOKOI HHBAIHUAN3ALMH U JIETAIBHOTO HCXO/IA.

onepade1bHOCTH Malb(opManuu.

BMEIIATCIbCTBA HC3Ha‘1PITC.]'ILHLII>1,

* QyHKIUOHAJIGHO 3HAYMMBIE 30HBI — CEHCOMOTOpHAs 30Ha, HEeHTpsl bpoka n Bep-
HHKE, 3aThUIOYHBIE JOJM, TallaMyC, IIyOMHHbIE CTPYKTypbl BHCOYHOW JIONH, CTBOIL
** [ myGoK¥e BEeHO3HbIE KOJIEKTOPHI — APEHUPYIOIIHE BeHBI, BIAJaI0MINE B CHCTEMY OOJIBIIO

BEHBI MO3ra, IpsIMOTo CUHYCA.

Banuamsaumm 1 netanbHoro ucxoga. Ta-
KMM 0Opasom, faHHas rpynna nauneHToB
UCMbITBIBAET 3HAYUTENMBHOE CHWXEHUE
Ka4yecTBa >XU3HU B CBSI3N C hapmakope-
3UCTEHTHON 3MUNEncUen n HyxgaeTcs B
[OMOMNHUTENbBHBLIX HEMEOUKAMEHTO3HbIX
meTogax peabunuTaumn, Hanpasnex-
HbIX Ha BO3MOXHOCTb OCYLLECTBMNEHUS
KOHTPOMNSA Haj SnunenTU4ecknMu npu-
cTynamu.

Llenb: npeacraButb yHUKanbHoe Knu-
Huyeckoe HabnogeHve, OEeMOHCTPUpY-
toLee BO3MOXHOCTWU KOHTpONs Hapg Ou-
natepanbHbIMU  TOHUKO-KITOHUYECKMMM
npucTynaMm nocpeacTBOM NPUMEHEHUs!
npunoxeHunsa EpiTapp® y 29-neTHero na-

LuMeHTa ¢ hapMakope3nCTEHTHOW CTPYK-
TYPHON (QOKarnbHOW 3nunencuen, pas-
BuBLLENcs Ha doHe ABM, pacnonoxeH-
HOM B (PYHKUMOHANbHO 3Ha4YMMOWN 30HEe
KOpbl FOFIOBHOIO Mo3ra.

Martepuanbl n metogbl. B pabote
Oblna ucnonb3oBaHa aBTOpcKasi METo-
AVKa KUCTeBOro TennuHra (nateHt P®
Ne2606489 ot 10.01.2017) B BMAE Npwu-
noxenua EpiTapp® pans cmapTdoHa.
MauneHT perynsipHo mcnonb3oBan npu-
noxexue EpiTapp® B kauectBe peabu-
nutaumn CO3 ambynaTopHO B nepwuog
BO3HUKHOBEHUSA (POKaNbHOrO MOTOPHO-
ro remudaumanbHoro npuctyna nubo B
nepuog dokaneHoro Havana 6wunarte-

Jlu3aiiH ucciie10BaHNsl aBTOPCKOro MeToa KucTeBoro Tenmuura EpiTapp® y nanuenra A. 29 jer

Busut 2
Busur 1 Busur 3 uepes Busur 4 uepes
Meponpusitue BKJIIOUEHUE
paHIoMHU3anus 3 mecsua 6 Mecs1eB
B HCCJIC/IOBaHUE
AHaMHe3 )KU3HU + - + +
AHamHe3 3a00JIeBaHUs + - + +
Amnanu3 ITHEBHHUKA HAOIIONEHUS 3a NpucTynaMmu + + + +
Hesponoruueckoe o0clieoBanue + + + +
Buneomonutopunr 590 + - - +
MPT ronoBHOTO MO3Ta IO MPOTOKOITY « DIHIISTICHSD) + - - -
Tepanesruueckuii nexapcTBeHHbIH MOHUTOPHHT [1311 B KpoBY| + - - -
[ITkana OlEeHKN KauecTBa )KU3HHU OOTBHBIX C dITHIIETICHE _ + + +
«KauectBo »xu3nu npu snmwiencun — QOLIE — 31»
ABTOpCKast IIKaJIa OLEHKH 3()(PEKTHBHOCTH ¥ O€30MaCHOCTH
EpiTapp® «MccnenoBanust 3pGeKTUBHOCTH METOA - - + +
kucteBoro Tenmnuara EpiTapp®»
O06yuenne meroanke EpiTapp® - + - -
Ceanc EpiTapp® - + + +




panbHOro TOHMKO-KIMOHUYECKOTO MPUCTY-
na. [NpegBapuTenbHO nauneHTy Obino
npoBedeHO  aneKTpo3aHuedanorpadu-
yeckoe uccrnepoBaHue (QOMA — 21/24,
anuTHasa Bepcus «3JHuedanaH — 131 -
03», mogudpmkauma 10 n 11 (Poccus) ¢
TPEXMEpHOW nokanu3aunent NCTOYHMKOB
anunenTndopMHoi akTnBHoctn (Brain
Loc)) n oby4yeHne HeBponorom-anunen-
TOMOrOM  MCMOMb30BaHNKD  MPUIOXKEHNS
EpiTapp® camocToaTenbHO B AOMALLUHMX
ycnoBusix. B uccnegoBaHum Takke uc-
Nnonb30Basnunch: LKana KavyecTBa XU3Hu
npu anunencun — QOLIE — 31 u wkana
3(P(PEKTMBHOCTU aBTOPCKON METOAMKM
KMCTEBOIO TEMMUHra.

MaumeHTy Oblna npousBegeHa ycTa-
HoBKa npunoxeHne EpiTapp® Ha Mo-
OunbHoe ycTponcTBo Ha 6a3e OC An-
droid. Nocne aToro naLunMeHToM camocTo-
ATENbHO ObINO NporAeHO TpW Kanubpo-
BOYHbIX TECTMPOBaHUS Ans aBTOMaTu-
YeCKOW HaCTPOWMKN MPUIOXEHNs B Tepa-
NeBTUYECKOM pexume camonomolum. Bo
BpeMsl BO3HMKHOBEHWS MepBbIX NpuU3Ha-
KOB Ha4vHaoLEerocs anunenTu4ecKkoro
npuctyna nauuMeHT CaMOCTOATENbHO
3arnyckan npurioXeHue n OCYLLEeCTBMsAN
NOCTyKMBaHME yKasaTemnbHbIM UNun cpea-
HUM nanbuem cyb6aoMUHAHTHOW (NeBo)
pyKM Mo 3kpaHy cmapTdoHa, ogHOBpe-
MEHHO C aBTOMaTWM4eCcKoW noJaden 3By-
KOBOTrO 1 BUOPALIMOHHOTO CUrHAMNOB 3TUM
YCTPOMCTBOM,  3anporpaMMmpOBaHHbIX
nevallmm Bpa4yoM B pexume putMa 340-
posoro yenoseka (1,13 u) 6e3 anunen-
TUYECKUX NPUCTYNOB [4].

[n3anH HacTogduero wuccrnegoBaHus
BKIto4an 4 KOHTPOINbHbIX BU3MTa nauu-
eHTa (Tabn. 2).

lMpoBeneHne HacTosLLero wuccreno-
BaHWsi 040OPEHO NOKarnbHbIM 3TUYECKNM
komutetom Kpacl'MY mnmeHun npodpecco-
pa B.®. BorHo-AceHeukoro, KpacHosipck
(npotokon No77/2017 ot 26.06.2017).
MauveHT nepen HayvanoMm wuccnenosa-
HUS  noanucelBan A0OPOBONbBHOE  WH-
dopmMmupoBaHHoe cornacue. NaumeHT He
norny4an HWKakoro BO3HarpaxaeHus 3a
yyacTme B HacTOSILLEM WCCrefoBaHuU.
ViccnepoBatenn He nonyvany HUKaKoro
BO3HarpaxxgeHus 3a NpoBefeHne HacTo-
ALLero uccnefoBaHus.

PesynbTratbl M ob6cyxpeHue. [la-
umeHT A. B 15-neTHem Bo3pacTe (B
2009 r.) nepeHec onepaTuBHOE HENpPO-
XUpYpruyeckoe BMeLLaTeNbCTBO MO MO-
BOAY 3I10Ka4eCTBEHHOro HOBOOOpaso-
BaHMs (acTpoumMToMa) rofloBHOTO MO3-
ra. lNMocne aToOro exerogHo NPOXOAMWN
KOHTPOIbHYK MarHUTHO-PE30HAHCHY0
ToMorpacumo ronoBHoro mosra (MPT
M). B 2015 r. Ha o4yepeQHOM MnaHo-
BoMm MPT I'M 6bina obHapyxeHa ABM
B GacceviHe neBowi cpefHen MO3roBOW

aptepun (puc. 1). YuutbiBas pacnono-
XeHne ABM B (pyHKUMOHANbHO 3Ha4Yn-
MOI 30He (neBasi NobHas u TemeHHas
ponu ronosHoro mo3ra) Il rpagaumm no
Spetzler — Martin, naumeHTy 661110 OTKa-
3aHO B HEWPOXMPYPrMYECKOM fevYeHun
OTKPbITbIM OCTYMNOM.

B 2018 r. naumeHT A. B Bo3pacTe 24
neT 6blN KOHCYNBTUPOBAH HENMpPOXMpYpP-
ramu r. HoBocubupcka. MaumeHTty 6bino
npeasiokeHo NpoBeAeHME 3TanHbIX nap-
umnaneHbix ambonusauun ABM. Cnycta
roa, B 2019 r., nponcxoauTt nepsas aran-
Has napumanbHasi ambonusauns ABM. B
2019 - 2022 rr. naumeHTy GbINO NpoBeae-
HO BCEro LUEeCTb 3TanHbIX NapumanbHbiX
ambonusaunn. B Havane uona 2022 T.
npoucxoauT nocnegHsis, 6-a ambonusa-
uMs, nocne 4ero nauueHTy ObINo peko-
MEHOOBaHO [anbHeillee pagnoxupyp-
rmyeckoe reveHve (puc. 2).

B koHue wutons 2022 r. pa3suBaetca
nepebi oKarnbHbI MOTOPHbLIN remuda-
umnanbHbIA 3NMAenTUYecknii npuctyn.15
ceHTa6ps 2022 r. nponcxoauT NepBbIn re-
Hepanu3oBaHHbIA  TOHUKO-KIMOHUYECKUIA
npuctyn (I'TKM). Cnycts oBe Hegenu ca-
MOYYBCTBME MauMeHTa yxyalaeTcs, pas-
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BuBaeTca noBTopHbIn ['TKI1, remudaum-
anbHble, okanbHblE MOTOPHbIE NMPUCTY-
Mbl CTAHOBATCS XKeAHEBHbIMU. B cBS13U ¢
3TUM naumeHT A. Obln NPOKOHCYNBTMPO-
BaH 3NMMenToiorom ¢ NOCneayoLWwmM Ha-
3Ha4YeHNeM NPOTUBOINUNENTUYECKON Te-
panun (Banbnpoesasd kucnota 1000 mr B
CyT). £IBHOrO NONMOXWTENLHOrO adhdekTa
He Habntopanocb. YacTtble okanbHble
MOTOPHbIE U OunaTteparnbHble TOHWUKO-
KrnoHu4yeckme npucTynsl 6ecnokonnu na-
UMeHTa exxeaHeBHO (00 3 - 4 pa3 B AeHb),
KayeCTBO XW3HUM W CNOCOBHOCTb Mauu-
€HTa K Tpyay 3Ha4YUTENbHO CHU3WUIMKUCh.
Tak, cormacHO MpPOBEAEHHOMY aHanuay
pe3ynsTaToB aHKETUPOBaHWUSI MO LuKane
«KayvecTBO *13HK npu anunencum — QO-
LIE - 31» B mogudmkaummn astopos (Ha-
ponosa E.A. n coast. 2021) y nauuneHTa
A. 0OTMeYanocb 3HaYMTENbHOE CHUKEHNE
KayecTBa XW3HW Ha oHe anunencun (4
6anna no naTnbannbHONM cyOlikane, roe
5 6annos - Hauxyawwui pedynsrart). Myx-
YMHa HU3KO OLEHMBanN CBOE COCTOSIHME
300poBbsa (12 6annoB no crobannbHon
cybuwkane, rae 100 6annos - HaUMy4LLniA
pesyneraT). Yactble anunentuyeckune
NPUCTYMbI HE NO3BONSANMW NALUEHTY 3aHU-

Puc. 1. MarHnTHo-pe3oHaHcHas aHrnorpadms ronoBHoro mosra nauveHta A. (29 nert): ABM B

BacceliHe eBoKn cpeaHelt MO3roBo apTepun

Puc. 2. MarHnTHo-pe3oHaHcHas Tomorpadusi rofloBHOIO Mo3ra naumeHTa A. (29 ner): coctosiHne

nocrie napuuarnbsHbix ambonusaumn ABM



. AKYTCKU MEONLIMHCKNW KYPHAT

MaTbCsl MPUBBLIYHOW TPYLOBOW AesATerb-
HOCTbIO, HECMOTPSI Ha TO, 4TO Oyayum
npocpeccrmoHanbHbIM  NPOrpPaMMUCTOM,
OH MMen BO3MOXHOCTb paboTate B Jo-
MaLLUHMX YCMNOBUSIX.

B okTs16pe 2022 r. nauneHT npoxoann
NMOBTOPHOE pPafMONorMyeckoe neveHue,
nocrne KoToporo emy Obina yBenuyeHa
[03a BanbnpoeBow KucrnoTbl Ao 1250
Mr B CyTKM, a Takke Obin gobaBneH npe-
napaTt HOBOIO MOKOSIEHUS - NepamnaHen
B [o03e 6 Mr B CyTku (C MearneHHoOn Tu-
Tpauuew). Ha atom cdoHe Habnoganach
nonoxutenbHasa avmHamuka. OgHako ou-
nateparnbHble TOHUKO-KITOHUYECKMEe Npu-
ctynbl (BTKIM) npogomkanu 6ecnokontb
nauveHTa ao 4 pas B mecsu. PokanbHoe
Ha4arno B 3TO BpeMs MMero KpaTKoBpe-
MEHHbIN XapakTep (4o 3 C), U nauneHT
He ycnesan npeanpuHsaTb Mepbl, Ha-
npaBneHHble Ha NpefoTBpaLleHne TpaB-
MaTMsauum Ha oHe nocreayroLlero
pas3BUTUS TeHepanmn3oBaHHOTO TOHWKO-
KNOHMYeCKoro npuctyna. Takke y nauu-
€HTa COXpaHsNUCb YacTble doKarnbHble
MOTOpPHbIE NpUCTynbl 4o 5 - 10 pa3s B He-
gento (puc. 3).

B despane 2023 r. Ha npueme y anu-
nentonora ObINO MPUHATO peLUueHne o
pobasneHun  6onesHb-MoandULMpYo-
wen Tepanuun (anbydenoH B pose 400
Mr B CyT C NOCMeayrLmnm yBenmyeHnem
0o 800 mr B cyT no cxeme) [1-3], a Takke
ObINO pEeKoMeHAOBAHO WCMONb30BaHMe
npunoxeHuna EpiTapp npu nepsbIX npu-
3HaKax HauyuHawuwerocs ¢oKanbHOro
npucTyna B KayecTBe peabunutaumoH-
HOV MporpamMmbl CamoynpaBfieHUs 3Mu-
NenTUYECKNMU NPUCTYNamMm.

CornacHo Kputepusim BKIHOYeHUSA/
WCKMIOYEHNS, NauueHT Obin BKIHOYEH
B wuccnegoBaHue. [aTa Havana wuc-
NoNb30BaHNA NPUITOXEHUSA NALUEHTOM
18.02.2023. OAnnTenbHOCTb MCMOMb30-
BaHUA MeToauKn 7 mecsues. MauneHT
ucnons3osan npunoxexnve EpiTapp®
npu pokanbHbIX MOTOPHbLIX NPUCTynax
B KayeCTBe 3KCTPEHHOW CamMOMOMOLLN
(ooma, Ha ynuue, B TpaHcnopTe, Mara-
3UHe).

Yxxe yepes Hegento perynspHoro uc-
nonb3oBaHust npunoxeHus EpiTapp®
y nauveHTa nosiBUnacb BO3MOXHOCTb
OCTaHaBnMBaTb HAa4YMHAKLLMIACS hoKanb-
HbI MOTOPHbLIN NpucTyn. Bonee Toro, Ha
doHe KoppeKkUMM MeaMKamMeHTO3HON Te-
panuu yxe yepes 2 Hefenu y nauueHTa
Habroganocb M3MEHeHVWe Xxapaktepa
BTKIM B BMAe yanuHeHusi dokarnbHOro
MOTOpPHOro Hayana. B cBs3u ¢ atum na-
LUMEHTY ObINO peKoMeHA0BaHO aKTUBHOE
ncnonb3oBaHve npunoxerHne EpiTapp®
He TOMbKO BO BpeMsi (poKanbHbIX NPUCTY-
NoB, HO 1 BO Bpems (poKarbHOro MOTOp-
Horo Hayana BTKI1 (puc. 4).

Puc. 3. TogooBckmMin nape3 MbllL s3blka nocne ¢oKanbHOro MOTOPHOro remudarmansHOro
anunenTuyeckoro npuctyna: A — cpagy nocrne npuctyna; b — yepes 15 MyH nocne npuctyna

Puc. 4. Vicnonb3oBaHue npunoxerus EpiTapp® naumeHtom A. (29 neT) B 4OMALUHMX YCNOBUSAX
KaK aneMeHTa YpreHTHOW camonomoLy npu Bo3HUkHoBeHun BTKI1 ¢ dokanbHbIM MOTOPHbLIM
reMudaymanbHbIM Ha4anom B NpaBoi NONoBUHE nuua: A — Ha4ano gokanbHOro MOTOPHOrO re-
MudaumanbHoro NnpucTtyna; b — octaHoBKka npucTyna ncnonb3oBaHNeM npunoxexus EpiTapp®

CornacHo AHeBHUKY camoHabnoge-
HMS 3a MpucTynamu MauueHTy yaasa-
nocb KynupoBaTb HaunHarowwmnca BTKI
Ha a3Tane dokanbHoro Hadvana 6Gonee
yem B 50% cny4yaeB, YTO B 3HAYUTENb-
HOW CTEMEHW YNYYLUNIIO KAYECTBO XKMU3HU
nauueHTa (puc. 5).

Ha Buante 4 (4epes 6 mecsiueB oT
Hayana WCMoNb30BaHUS MPUMOXEHUS
EpiTapp®), cornmacHo AgusainiHy wuccne-
[oBaHus, nauneHTy A. O6bino npoBegeHo
UTOrOBOE aHKeTMpOBaHWe Mo Lwkane adg-
heKTUBHOCTU 1 6e30NMacHOCTM aBTOPCKO-
ro MetToga KMCTEBOro TenmnuHra. AHanus
NOnyYeHHbIX AaHHbIX MokKasan, 4To Ha
oHe UCMONb30BaHUS MPUMOXEHUS Na-
LUMEHT OTMedvan YynydylleHne KayecTBa
XM3HU Ha 58% B CBA3N C BO3MOXHOCTbHO
oCTaHaBnuBaTb (poKanbHbIE MPUCTYMbI U
npegoTtepawats passutne BTKI Gonee
yem B 50% cnyyaes. B cBa3u ¢ aTum na-
LMEHT CMOr BEPHYTbLCS K TPyAOBON Aes-
TENbHOCTU, NOSIBUIIACh BO3MOXHOCTb pa-
6oTaTb He TONbKO B JOMALLHUX YCIOBM-
§IX, HO M Bble3xaTb B ouc. Y nauueHTta

ApucTyn 6611 gonblie

(1 MmuHyTa ceK)
(cbuT)

(c6uT)

(1 MunHyTa, 4 cex)

( n, No oWyLleHWeM 4oNro)

(c6un, nOBONBLHO NErko)

OHATHO, BpOAE npuyucTymn,

7 (eTOpOK, He cbun)

Puc. 5. ®parmeHT [OHEBHVKA MPUCTYMOB,
NpefoCTaBIIEHHOrO NauneHToM A. nocre Kop-
PEKUMU CXEMbI MPOTUBOIMNUMENTUYECKON Te-
panuu 1 Hayana Mcrnosib30BaHUS MPUIOXKEHUS
EpiTapp®



B 85% cny4aeB nosiBunacb BO3MOXHOCTb
OCTaHaBnMBaTb  HauyuMHawoowwmics  o-
KanbHbIA MPUCTYM, CHWXasi ero cTeneHb
TSXKECTU Y NPOJOIMKUTENBHOCTb.

3akntoyeHune. Takum obpasom, npu-
MeHeHune npunoxeHus EpiTapp® no-
3BOMMIIO MOMOAOMY MYXYMHE C Tepa-
neBTUYECKN pe3ncTeHTHon CPI, B 85%
CHU3UTb TSPKECTb U NPOAOIDKUTENBHOCTb
okanbHbIX NPUCTYNoB 1 bonee 4em B
50% cny4aeB npenoTBpatUTb BTOPUY-
Hyl0 OunatepanbHyl TpaHcdopmMauuio
HaunHarowmxesa BTKI. [JaHHbIA KNUHK-
YeCcKM npumep [OEMOHCTPUMPYET BO3-
MOXHOCTb 3(PEKTUBHOIO MCMOMbL30Ba-
HUs npunoxenus EpiTapp® y naumeHTa
C hapMaKope3nCTEHTHON CTPYKTYPHOMN
dokanbHon anunencuen Ha oHe ABM B
KayecTBe anemeHTa peabunuTaumoHHOM
nporpamMMbl, HanPaBfeHHOrO Ha BO3MOX-
HOCTb KOHTPONSA HaZ 3nuienTU4eCcKUmu
npucTynamu.
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M.C. CaesuHa, O.H. MBaHoBa, T.E. bypuesa, U.C. /iBaHoBa
CUHOPOM CHARGE Y JETEU

B cTtaTbe npeacrtaBneH knuHudeckuii cnydan cuHgpoma CHARGE y pebenka 4 ner. MpuBogsitcst AaHHble NUTepaTypbl U ONUCaHUE KIMHUYe-

ckoro HabntogeHns CHARGE-cuHgpoma.

KntoueBble cnosa: cuiapom CHARGE, aetu, konoboma, atpeaust XoaH, BPOXAEeHHbI MOpok cepaLa, aHoManum passuTtis.

The article presents a clinical case of CHARGE syndrome in a 4-year-old child. Literature data and a description of the clinical observation of

CHARGE syndrome are given.

Keywords: CHARGE syndrome, children, coloboma, hoan atresia, congenital heart disease, developmental abnormalities.

BeegeHue. CuHgpom CHARGE (cuH-
apom Xonna-XutTtHepa; MKB-10: Q87.8)
— pedkoe HacneacTBeHHoe 3aboreBa-
Hue. BnepBble CUHOPOM oOMNucaH B
1979 r. aBTopamu Hittner n Hall, koTo-
pble He3aBMCUMO ApYT OT ApYra BbIABUNN
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eHoTMNMYECKNEe 0COOEHHOCTM NP AaH-
HOM cungpome [1, 3, 7]. B 1981 r. 6bino
npeanoXkeHo 00beaVHUTb OCHOBHblE
npu3Haky MposiBneHns 3aboneeBaHus B
abbpesuatypy: CHARGE: Coloboma
(konoboma — pedekT obonodek rna-
3a), Heart disease (6onesHb cepgua),
choanal Atresia (aTpesusa xoaH — 3apa-
LLeHne 3adHMX OTAENOB MOMOCTU HOca),
growth and mental Retardation (3agepx-
Ka PU3N4ecKoro u NCUxXmYeckoro pas3su-
T14), Genital anomalies (aHomanun mo-
yenonoBon cuctembl). B 2004 r. uccne-
nosartenu Vissers L.E. n coasT. BbissBUNn
naTonornyeckue W3MEHEHUs B reHe Yy

nauuneHToB ¢ cuHgpomom CHARGE, Tem
caMbIM OMnpefernuB reHeTUYECKy npu-
ymHy 3abonesanusa [5, 7, 8]. CHARGE
CVMHOPOM BbI3bIBAETCA MyTauuen reHa
CHD?7, Hacnegyetcs no ayTOCOMHO-O0-
MUWHaHTHOMY Tuny. Y OeTel BCcTpeyaeTcst
¢ yactoton ot 1:12000 go 1:15000 cpe-
AV HOBOPOXAEHHbIX N0 BCcemy mupy [1, 2,
10]. Mpu Hannuun y pebeHka Npu3HaKoB,
BbI3bIBAOLLMX MOAO3PEHME HA [AaHHbIN
CMHOPOM, NPOBOAUTCS TEHETUYECKOE UC-
cnegoBaHve AN noaTBepXaeHus aua-
rHo3a. M3-3a wmpokoro crnektpa pesynb-
TaTtoB y getert CHARGE-cnHOpOM Crnox-
HO yCTaHOBUTb. [iNs noaTBEPXAeHUS Ou-



