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BECCUMIITOMHOE TEYEHUE PABAOMHOMBI CEPALTA

B crarbe onmcpIBaeTCS KAMHHYECKHI CAyYail pabAOMIOMBI CEpPALIA, BIIEPBbIE BIIBACHHOM y AeByuiku 18 set. B Bo3pacre 12 mecs-
I1eB Y AI[eHTKH BIIEPBbIE PA3BHUACS FeHEPAAN3OBAHHbIN AAUTEABHBIN CYAOPOXHBIH IPHUCTYII C 3aBEACHHEM IAA3HbIX SIOAOK BBEPX,
TOHMYeCKVM HAIPSDKEHHUEM PYK, 00uAbHBbIM cAloHOTedeHHeM. C 1,5 A0 2-X A€T, CO CAOB MaMBl, Y A€BOYKH OBIAM YACTHIE «3aMUPAHIS >
C OCTaHOBKO B30pa. IIpoTHBOCYAOpOXKHYIO Tepamuio He moAydasd. C 2-x AeT 8 MecsineB y peOeHKa CTAAU OTMEYAThCS SIIH30ABI
COHAMBOCTH, BSIAOCTH, CMAa3aHHOCTH P€YH, HOBTOPHBIX PBOT, IIPOAOAKHTEABHOCTBIO AO 2-X HeAeAb. ITaljiieHTKa peryAspHO AeuH-
Aach B HeBpoAormdeckoM oraeaeHud. [To psanrpmv KT B 4 roaa y marjueHTKu ObIAY BbISIBACHBI XapaKTEPHbIE H3MEHEHIS B TOAOBHOM
MO3Te U yCTAHOBA€H AMarHo3: TyOeposHsiit ckaepos. CHMITOMaTHYeCKasi TeHepaA30BaHHasl anuAencust. IIciuxoopranumdeckuit
cuapApoM. Toabko B 18-AeTHEM BO3pacTe IPH YABTPa3ByKOBOM HCCAEAOBAHUH CEPALIA B TOAIIlE MUOKAPAA ITepeAHE-00KOBOM CTEHKU
AeBoro xeayAouka (AJK) BhIIBAEHO IMIIepaXOreHHOe 06Pa3OBaHMe C SHAOTEHHBIM POCTOM 7X6 MM H BTOpOE — B 06AaCTH 60KOBO
crenku AOK ¢ sHAOTeHHBIM pocToM 2X4 MM. [1o AQHHBIM MarHUTHO-pe3oHaHCHOM TomMorpadpuu (MPT) BbLIBAEHBI MHOMKECTBEH-
Hble OYaroBble 06PA3OBAHMS C YETKMMH POBHBIMH KOHTYPaMU B 00AACTH CPEAHETO MepeAHe-TIePErOPOAOIHOTO CerMeHTa (TecHo
TpHAesKalee K COCOYKOBBIM MbINIIIaM) B 06AACTH BepXymKH (B TOAIle MHOKapAa), pasmepamu 9X7, 8x13 Mm u 7,5X6 MM, cooT-
BETCTBEHHO, yMEPEHHO HAKAIAMBAIOLIHe KOHTPACTHOE BelecTBO. I10 mepepHest creHKe B 00AACTH BEPXYIIKU B TOAIE MUOKAPAA
BU3YaAM3HPOBAAKCH OYaryl MAEHTHUYHbIX XapaKTePUCTHUK AUaMeTPOM AO 4,5 MM. B cBsi3u ¢ 0TCyTCTBHEM HApyIIeHUH PUTMA U I'eMO-
AMHAMVKY HIMMYHOCYIIPECCHBHASI TEPAIHs He HadHadeHa. PeKOMEHAOBAHO AUHaMIYeCcKoe HabAroaeHHe u KOHTpoAb MPT cepara
B AvHaMuKe. I1py BBISIBAGHHH PUSHAKOB POCTA OI[yXOAU PACCMOTPETH BOIIPOC 06 NMMYHOCYIIPECCUBHOM TEPAIIUH 9BEPOAMMYCOM.
Cay4ail IpeACTaBAsIET MHTEPEC AAUTEABHBIM 0€CCHMITTOMHBIM TedeHneM pabAoMuoMsl. OOBIMHO CepAeIHBIE PAOAOMIOMBI AIATHO-

CTHPYIOTCS B IOCTHATAABHOM IIEDHOAE M MOT'YT OBITH CAMBIM PAaHHHM IPOSIBAEHHEM Ty0epO3HOro CKAEpO3a.
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Asmop A5 nepenucku

BBepenne

YacToTa BCTpeYaeMOCTH MEPBHYHBIX OIYXOAEH CepAlld
y aereit cocraBasier 0,027% [1]. Kapanaabnas pabaomuo-
ma (KP) — mHauboaee 4acTo AMarHocrupyemas Ao6poxade-
CTBeHHasl HeoHaTaAbHas omyxoab [2]. OHa BcTpewaercs
B 45-80% cpeaM BBIIBACHHBIX CAy4aeB IEPBUYHBIX OIIyXO-
Aeit maopa [3]. PabAoMHOMa COCTOUT M3 MOMEPEYHO-TIOAO-
CaThIX MbIIIeYHBIX BOAOKOH [1]. O6praro KP cronTamHO
PerpeccUpyIoT C TedeHHeM BpeMeHH 6e3 AedeHHs, HO 60Ab-
IIMe OIlyXOAM MOTYT BBI3bIBATH IeMOAMHAMUYECKYI0 00-
CTPYKIJMIO M IOCAEAYIOIIYIO CEPACYHYIO HEAOCTATOYHOCTb
VAW QPUTMHIO M BOASHKY MAOAR [4]. B aTux caywasx paccma-
TPUBAETCSI BOIIPOC O CPOYHON KAaPAHOXHUPYPIUYECKOM OIle-
panmu o yaaseruto KP [1].

KP paccmarpuBaroTcs, Kak HECOCYAMCTbIe IOMOTEHHbIE
TUIIepIXOreHHble 00pasoBaHust MHOKapAd. OHM MOTyT pac-
II0AQraThCsl BO BCeX ODAACTSAX MHOKApAQ, HO OOBIMHO OOHa-
PY>KHBAIOTCSI B IIEPETOPOAKE HAU JKEAYAOUKAX. AMArHos ya-
cro 6biBaer caydaiHbIM. COOOIIAeTCs], YTO OIyXOAU CepALA
BBUABASIIOTCS He paHee 15-it Hepean rectaruu [S]. Kak npa-
BHAO, pabAOMHOMBI OBIBAIOT MHOXKECTBEHHBIMH, Y€TKO O4ep-
YeHHBIMHM UM HEKAIICyAUpOBaHHbIMH, HO 10% MOryT BO3HHU-
KaTb KaK eAVHHUYHbIE HHTPAMYPAaAbHbIe HAU BHYTPHIIOAOCT-
Hble o6pazoanus [3].
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ITpumepro 70-90% nmanuenTtos ¢ KP umeror B kagecTse
COMyTCTBYyIOMEro 3aboAeBanHus TybeposHslit ckaepos (TC)
roAOBHOTO Mo3ra, noyek [1]. TC — ayTocoMHO-AOMUHAHT-
HOe reHeTHdeckoe 3aboaeBaHue ¢ yactoToil ot 1/6000 a0
1/10000 >xuBopoxaeHuil [6]. AAs Hero xapakTepHO M-
pOKOe pasBHTHE raMapTOM B Pa3HBIX TKaHAX. JacTo oTme-
9aeTcsl MUTTHHT 9MAAM IIOCTOSIHHBIX 3y60B [7]. DTO BBHI-
3BaHO MyTanusamu B reHe TSC1 mam TSC2, pacnoaoxeH-
HBIX Ha XxpoMocomax 9q34 u 16p13.3 coorsercrsento [6],
4TO MPUBOAUT K akTuBanuu 6eaka m-TOR, xoropsiit oTBe-
4aeT 3a AHOMAABHBIH MMPOAM(EPATHBHBIN KACTOYHBINA OTBET
¥ axTHBanuio KaeTok [3]. Llepe6paabnble mopaxenus o6y-
CAOBAMBAIOT HanboAee TsDKeAble KAMHHUYECKHE IPOsIBAE-
HUS 3200A€BaHK, TaKHe KaK CYAOPOTH, YMCTBEHHAsl OTCTa-
AOCTb U IIOBeACHYECKHE AaHOMaANH U Apyrue [6]. [Ipumepro
B 30% cayuaeB npuunHa pa3suTia 1C ABASeTCS reHeTHYe-
ckoit. B octaapnbIx 70% caydaeB MyTanuu de novo HHAKTH-
supytot renst TSC1 (9934.3) u TSC2 (16p13.3) ynomsmy-
ThIe BhIe [ S].

Hixe mpeacTaBAeH KAMHMYECKHI CAyYail. AaHHOE HccAe-
AOBaHHE COOTBETCTBYeT MOAOKEHHAM XeAbCHHKCKOM AeKAa-
paIMy, HOAYYeHO MHPOPMUPOBAHHOE COTAACHE ITAIUeHTKU
Ha 00pabOTKy MepCOHAABHBIX AAHHBIX M HCIIOAb30BAaHHE HX
AASL HAITHCAHHSI HAYIHOM PAbOTHL.
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[Manuentka A., 18 aer (29.12.2001), o6paruaach
Ha IIpUeM K KapAHOAOTY C >aAobamMu Ha cAabocCTh, COH-
AVMBOCTD, KOAIOLIME, peXylque 6OAM B 00AACTH CepALR,
6e3 cBsi3u ¢ $pusMdecKoit Harpyskoi. V3 anamHe3a: poau-
Aach OT IepBOi OepeMeHHOCTH, IPOTEKABIIEH C TOKCHKO-
30M, yIpO30¥ IpephIBaHus, pOAbl Ha 38-11 HeaeAe CaMOCTO-
sATeAbHbIe, B acukcun. Bec mpu poxxpennu 3100 r, pocr
S1 cm. Ha 1-i1 HepeAe OTMeYaAOCH IOBbIIIEHHE OHAUPY-
6uHa A0 220 MKMOAb/A. PaHHee IICHXOMOTOpPHOE pPa3BHU-
Te 6e3 ocobenHOCTell. C POXKAEHUS OTMEYAAHCH THIIO-
IMUTMEHTHPOBAHHbIE IIITHA Ha TYAOBHIE U KOHEYHOCTSIX.
Ha nepBoM roay >Ku3HU IOSIBUAKCDH Be3HKYAO-IIAITyA€3HbIE
9AEMEHTHI Ha AMIe B BUAE «0abouku>. B Bospacre 12 me-
CSIIIeB Pa3BUACSI IeHEPAAM30BAHHBIA CYAOPOXKHBIA IIpH-
CTYIl C 3aBeA€HHEM TAA3HBIX SIOAOK BBEPX, TOHHYECKUM
HANPSDKEHHEM PYK, OOHABHBIM CAIOHOTEYEHHEM, AAU-
teabHBI. C 1,5 AO 2 A€T, CO CAOB MaTepH, y A€BOYKH OBbI-
AM YaCTble «3aMHUPAHUSI»> C OCTAHOBKOH B30Pa, IPOTHUBO-
CYAOPOA’KHYIO Tepanuio He noaydasa. C 2 aeT u 8 Mecsiies
y peOeHKa CTaAM OTMEYaTbCsl SIHM30AbI COHAUBOCTH, BSI-
AOCTH, CMa3aHHOCTH peud, IOBTOPHBIX PBOT, MIPOAOAXKU-
TEABHOCTBIO A0 2 Hepaeab. Haxopmaace Ha AedyeHue B HeB-
poaormdeckoM oTaeaeHHH. Ha crimpaspHOH KoMIIbIOTEp-
HOM ToMorpaduu roaosroro mosra (I'M) ompeaeanaocn
CHIDKeHHe AU(epeHIHaINU MeXKAY OeABIM U CephIM Be-
mectBoM I'M, ¢ xaoTudeckoil BHU3yaAH3aluel C 2-X CTO-
POH MHOXXeCTBEHHBIX THIIOACHCHBHBIX 30H, pasMepaMu
ot 7,0x9,8 MM A0 31,6%18,0 MM C HeueTKUMU HEPOBHBIMHU
koHTypamu. C 06eux CTOpOH, B IIEPUBEHTPUKYASIPHBIX 00-
AACTSIX U B CTEHKAX OOKOBBIX XKEAYAOUYKOB BU3yaAU3HPOBa-
AWMCh MHOYX€ECTBeHHble o4aru obpi3ectBAenus (or 127 A0
140 HU), pasmepamu ot 1,8%3,4 MM A0 6,2X7,6 MM, Tpe-
THI1 1 4eTBePTBhIi xeAyaouku 'M 6e3 ocobeHHOCTE, H0KO-
BbI€ XKEAYAOUKH HE3HAYUTEABHO PACIIMPEHbl, ACHMMETPHY-
ubt (S>D): cybapaxHoupasbHbIe IPOCTPAHCTBA 6e3 0co-
6ennocreit. C mapTa 2006 r. ropa pe6eHOK HEOAHOKPATHO
HAXOAUACSI Ha 0OCA@AOBAHHU M A€YEHHU B IICUXOHEBPOAO-
rudeckoM oTaeaeHnu MucruryTa neauarpun Hanposaas-
HOTO MEAUITMHCKOTO FICCAGAOBATEABCKOIO I[€HTpPa 3A0pO-
BbsI AeTeit I. MOCKBBI, ¢ AnarHo3oM: Ty6eposHsiit ckaepos.
CuMnToMaryyecKkasl reHepaAu3OBaHHas anuaencus. Ilcu-
xoopraHuucekuit ciHApoM. C mtong 2007 r. IpOTHBOCYAO-
POKHYIO TepaIuio He IOAyJaeT, IpucTynoB HeT. I[lepene-
CeHHBbIe 3a00A€BaHMsI — BeTPsiHas ocra. TpaBMbl OTPHUIIAeT.
ComyTcTByIOmUye COCTOSHHS: IIOAHMKHCTO3 ITI0YeK, AFCIIAQ-
crudeckuil S-obpasusiil ckoano3 I-II cremenu. ABycro-
poHHee npopoabHOe maockocTonue II crenenn. Muonus
cAaboi1 cTerieHn 0OOMX rAas.

ITo AQHHBIM 00BEKMUBHO20 OCMOMpPA TIAIIMEHTKA IIpa-
BHUABHOI'O TEAOCAOXeHHS, pocT 178 cM, Bec 69 KI, HHAEKC
maccot Teaa (MMT) = 21,78 kr/M>?, OKPY>XHOCTb TaAHH
78 cM, okpyxxHOCTh Geaep 100 cm. Ha xoke amma Besu-
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Pucynox 1. MP-xapTrHa pabAOMHOMSBI CEPALIA B KHHO-PEXHIME
(SSFP). Cpes 1o KOpoTKO#t OCH CepAlia, 6a3aabHas POEKIU

PucyHnok 2. MP-xapTrHa pabAOMHOMBI CEPALIA B KHHO-PEXHIME
(SSFP). Cpes 110 KOpOTKO#t OCH CepALIa, CPEAHSS ITPOeKIHs

KYAO-TIAITyA€3HbIe JIAEMEHThI B BUAE «0ab0UKH>, Ha KOXKe
cepA-
IIa TpOMKHUe, puTMHYHbIe. JacToTa CepAeYHBIX COKpalie-

TYAOBMILA AWMIIETMEHTUPOBAHHbIE ILITHA. TOHBI
uuit (YCC) 70 B MunyTy. ApTepuasbHoe AaBaenue (AA)
112/72 mmpr. ct. IToAKOXXHbBIE BEHBI A€BOI T'OACHH Bapu-
KO3HO paCIIHPEeHbl, MIIKO-IAACTUIECKON KOHCHCTEHIIHH.
B ocraapHOM 6€3 0cObEHHOCTEI.

ITo pesyabraTam AabopamopHbix uccaedosaruti: 0omuit
anaaus kposu (OAK): remorao6un (Hb) — 127 r/a, apu-
tponuTsl (D) — 4,29%10'2/ A, AeitkoruTst (A) — 6,4x10°/ 4,
s03uHO$uUABL — 9,3%, masoukossepHBIX — 4%, cerMeHTO-
sipepHBIX — 52,2%, amm$onuTos — 28 %, MoHOIIUTOB — 5,1%,
COD3 -8 mMm/4. Ob6muit aHaAU3 MOYH 6e3 0cOOeHHOCTeI.

Buoxumuueckuii anaius kposu: obmuit 6eAok — 61 r/a,
06muit 6UANpy6HH — 4,2 MKMOAB / A, IPSIMO¥L GHAUPYOUH —
(AAT) -

4,4 MKMOAB/A, aAaHUMHAMHHOTpaHcepasa
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8 ep/a, acmapraramuHotpancdepasa (ACT) — 14 ea/a,
MO4YeBHUHA — 2,7 MKMOAB/A, KpeaTHHUH — 88 MKMOAB/A,
TAIOKO32a — 4,3 MMOAB / A.

Ha arexmpoxapduozpamme (OKI): moaoxeHHe dAek-
Tpudeckas och cepana (DOC) HopMaAbHOe, dAEKTpHYe-
CKOe TIOAOXKEHHe CepAlla IOAyBepTuKasbHOe. CHHycoBas
aputmust, YCC 60-5S B MunyTYy.

ITo paumbM axoxapduozpaduu (DxoKI) or 23.11.
2020r.: Pasmepnr moaocreit cepania B Hopme. Cokparu-
TeAbHAsl CIIOCOOHOCTD He HapylleHa. B Toame Muoxapaa
nepepaHe-60KOBOM CTeHKH AeBOro xeaypouka (AXK) Bu-
3yaAM3HPYeTCsl THIIepIXOreHHOe 00pa3oBaHUe C SHAOTEH-
HBIM POCTOM 7X6 MM 1 BTOPO€ — B 00AaCTH HOKOBOI CTeH-
k11 AOK ¢ 9HAOTeHHBIM POCTOM 2X4 MM.

Maznumno-pesonancnas momozpadus (MPT) cepdya
U MAUCMPAALHBIX COCYJ08 BBITOAHEHA C HCIIOAb30BAaHHEM
nporpamm SE, Double-IR u FIESTA B pexxume pAuHamude-
ckoro (KMHO) CKaHMPOBAHUS, IO KOPOTKOM M AAMHHOI OCH
CepAlid, C BHYTpPUBEHHBIM KOHTpacTHpoBanueM (AoTapem
30.0), B panHIoI0 B OTCpoYenHyto dpasst Ha 2D MDE. Ha ce-
PHH aKCHAABHBIX TOMOTPaMM: CepAlie He yBearmdeHo. B AOK
B O0OAACTH CpeAHEro IepeAHe-IIEPErOPOAOYHOTO CerMeH-
Ta (TecHO mpuAexaimee K COCOYKOBBIM MbINIIAM) B 06A-
CTH BepXyIKH (B TOAIle MHOKApAA) BU3YaAUSHUPYIOTCS O4a-
roBble 00Pa30BaHUS C YETKMMU POBHBIMU KOHTYPaMH, TeTe-
porenHoro MP-curHaaa, pasmepamu 9x7, 8x13 u 7,5%6 Mm,
COOTBETCTBEHHO, YMEPEHHO HAKAIIAUBAIONIe KOHTPACcTHOE
BemecTBo. ITo mepepHesi cTeHKe B 0OAACTH BEPXYUIKU B TOA-
Ije MUOKApAQ BH3YaAU3UPYIOTCSI O4ard HACHTHYHBIX XapaK-
TePUCTHK AHaMeTpoM A0 4,5 MM. OyHKIIMOHAABHBIE Iapa-
merpsl AJK: koHeunblit Auactoamdeckuit o6vem (KAO)

Pucynok 3. MP-kapTuHa pabAOMUOMSBI CEpPALIA B KHHO-PeXHMe
(SSEP). Cpe3 1o KOPOTKOI OCH CePALIQ, CPEAHSS IIPOEeKITUI

= 93 MA, KOHEUHbII CHCTOAMYECKHI 0ObeM = 32 MA, yAQp-
Hblit 06beM = 60 Ma, Pppakuus Beibpoca (OB) = 64%. 3a-
KatoueHue: MP-npusHaku ouarosbix obpasosanmit AXK —
pabaomuomsl. Pesyasrarst MPT cepalia IIpeACTaBAEHSBI
Ha puc. 1-4. CTpeaxkaMu ykasaHa pabAOMHOMA.

VYcTaHOBACH OKOHYATeAbHBIN AmMarHo3: D15.1 Pa6po-
muoma AOK. XpoHmdeckas cepaedHasi HEAOCTATOYHOCTD
(XCH) 0. ®ynkumonaabubrit kaace (OK) 0.

ITanuenTka KOHCYABTHpPOBAaHA HeBpOAOTroM. B Hespo-
AOTHYECKOM CTaTyce: CHMITOMOB OYaroBOTO IIOPa’KeHIs
[IeHTPAaAbHOH HEepPBHOH CHCTEMBI He BBLIBACHO. YCTaHOB-
AGH AHMArHO3: OPraHMYecKoe IIOpa’keHHe IIeHTPAaAbHOM
nepsHoi cucremsl (LIHC) B BuAe Ty6epo3HOro ckaeposa.
CuMnToMarHyecKasl SMUACNCUS C IMOAMMOP(HBIMH IIPH-
crynamu. Kananyeckas pemuccus ¢ 2007 r. Opraamyeckoe
SMOILMOHAABHO AA6HAbHOE (aCTeHUYECKOE) PACCTPOICTBO.
PexoMeHAOBaHO: pexXHM AHS, TUTaHMS, KOHTPOAb AA, ru-
APOKCH3HH II0 Y2 TabaeTku 3 pasa B CyTKH 2—3 MecsIIa, Ae-
JeOHast GpU3MIECKasi KYABTypa eXXeAHeBHO, pU3HOTeparieB-
THYECKOe AedYeHHe, MACCAX KypcaMu 4 p./Top, OpTOIeAd-
JYeCKHe CTEeABKH IIPU XOAbOe, KOpCeT IPYAOIOSICHUYHBII
IIOAY)KeCTKHUF, HAOAIOAGHHE OPTOIleAd; IICHXHATpa: HOO-
TPOIIbI AAHTEABHO, aHTHOTPOIIBI, BUTAMHHOTEpAIIHs, aTa-
paxc 1o %2 TabaeTku 3 pa3a B CYTKU AAUTEABHO.

O6cyxxpeHue

KP 6picTpO pacTeT B 9MOPHOHAABHOM U HEOHATAABHOM
IIePHOAAX M3-32 CeKPeIJU MaTePUHCKHX TOPMOHOB, a 3aTeM
MEAACHHO perpeccupyer us-3a ux orcyrcrsust [3]. B sos-
pacTe 18 AeT IOAHOTO perpecca OIXOAM He MPOHU3OIIAO.
HecmoTps Ha TO, YTO OIyXOAM THCTOAOTHMYECKH AOOpOKa-

PucyHnok 4. MP-kapTuHa pabAOMUOMSBI CepALIA B KHHO-PEXUMe
(SSEP). Cpes 110 AAMHHO OCH CepALIQ, AByXKaMepHast IIPOeKIIHs
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4eCTBEHHbIE, OOADBIINE OITyXOAM HECyT OOABIIMI PHCK Ha-
pYyLIEHUS TEMOAMHAMUKH U APUTMHUI, 9TO MOXKET IIPHBECTH
K HETaTHBHBIM I0CAEACTBHSIM B AETOPOAHOM Bospacte [6].

Kaunnyeckue mnposiBAeHHs PabAOMHOM pasHOOOpas-
HbL. CepaeuHas HEAOCTATOYHOCTD, BOASIHKA TIAOAQ U MePT-
BOPOXXAEHHE MOTYT BOSHUKHYTDb B IIPEHATAABHOM IIepHO-
Ae [S]. Onu MoryT mporexarb 6eCCHMITOMHO B IIOCAEPO-
AOBOM ITePUOAE MAU BBI3BATh MEXaHHYECKYIO 00CTPYKIHUIO,
APUTMUIO, CEPACYHYIO HEAOCTATOYHOCTb M BHE3AIHYIO
CMepTb B 3aBHCUMOCTH OT KOAMYECTBA M PACIIOAOXKEHUS
pabpomuom. [3 HapyimeHui pUTMA OIMCBHIBAIOT: XKEAYAOU-
KOBYIO MAHM HaAXKEAYAOUKOBYIO SKCTPACHUCTOAMH, HAAKEAY-
AOYKOBYIO TAXMKAPAUIO U CHHYCOBYIO Gpasukapauio [5].

PaccMarpuBaloT XMpYprudeckuil 1 MeAMKaMeHTO3HbIM
METOABI A€UeHHs] PAOAOMHOMBI. XUpPyprudeckoe BMella-
TEAbCTBO HEOOXOAMMO TOABKO IIPH HAAMYUH FeMOAHHAMMU-
4ecKH 3HAUUMOM Oo6CTpykmu [6] M CONMpsKEHO C BBICO-
KHM PHCKOM OCAOKHEHUH, 00YCAOBAEHHBIX Pa3AMYHOMN AO-
KaAu3anued omyxoau [ 3].

IIpearouTHTEABHO Ha3HAYeHHe HMMYHOCYIIPeCCHB-
HBIX IIPENapaTOB: CHPOAMMYCA H 9BEPOAUMYCA.

CupoArMyc OTHOCHUTCSI K IPUPOAHBIM aHTHOHOTHKAM
C HMMMYHOCYIIpecCUBHBIM 3dPeKToM, 0bAapaeT CBOFMCT-
BaMU HMMYHOAEIIPECCAHTa, HPEAOTBpAIasl aKTHBAIIUIO
u npoaudepanuio T-aumdoruros 3a cyer OGAOKHMPOBa-
HMS KaAbLIUA-OIIOCPEAOBAHHOM U KaAbLIMH-HE3aBUCUMOM
BHYTPHKACTOYHOH IIepeAQUH CHI'HAaAQ OT PeIeNTOpPOB
UHTepAefikuHa-2 U Apyrux dakropos pocra [8]. Cupo-
AUMYC TIpeAOTBpaliaeT akTuBaimio T-kaeTok u B-kaerok,
IIOAQBASISI MX OTBET HAa MHTepAeHKHH-2. Bria mpopeMoH-
crpupoBaH moAHbi perpecc KP B yrpobe maTepu B pe-
3yABTaTe A€4EHHSI CHPOAUMYCOM MaTepH IIepOPAAbHO [4].
Hanboaee yacTpiMu MO6OYHBIMU 9PPeKTaMU CHPOAUMY-
Ca SBASIOTCS TMIIEPTPUTAUIIEPUAEMUS], TUIIEPXOAECTEepH-
HeMus, nepudeprdeckue OTeKH, apTepHaAbHas TUIIepTeH-
3Us M IOBbIIEHNe KpeaTnHuHA [4]. MoxeT mpeapacmoaa-
rarh K 60Aee BHICOKOMY PUCKY HHPUIIMPOBAHHUS, 0COOEHHO
YCAOBHO-IIATOTeHHBIMHM MUKpoopranusmamu [1]. Yacrer-
MM TO6O0YHBIMU 3 PeKTaMu MpHreMa IperapaTa SBASIOTCS
CTOMATHUT, NHPEKIUU BEPXHUX ABIXaTeAbHBIX ITyTei, ITHeB-
MOHHS U TACTPOIHTEPHT [ 3].

B nccaepoBannm Aonrom E.K. u Ap. moroxuTeAbHBIH
OTBET Ha TepaluI0 CUPOAUMYCOM oTMedasca y 89,1% ma-
ITHEHTOB C COCYAMCTBIMU aHOMAAMSIMU B BUAE YMEHbIICHUS
Pa3sMepoOB COCYAHCTOro 0Opa3oBaHHusl, KyIUpOBaHUs HoAe-
BOTO CHHAPOMA, KPOBOTeUeHHMi, AUMOpeH, yAydIleHus
IOKa3aTeAel IreMOCTa3a, yBeAMYeHHs (QYHKIIMOHAABHOM
AKTHBHOCTH M Ka4ecTBa KU3HH [9].

B xauecTBe aAbBTEpPHATHBHI PacCMATPUBAETCS IBEPO-
AuMyc, uHrubuTop Mumenu pamamunuaa (mTOR), cy-
IeCTBYIOT AAQHHBIE, YKa3bIBAIOI[Ue HAa ITOAOXHTEAbHBIN
3¢ PeKT ero NpUMeHeHUs B OTHOUIEHHH 3aIlyCKa perpec-
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cum omyxoau y HoBopoxaeHHbix ¢ KP [1]. HecmoTps
Ha UX POACTBEHHBIE XHMHUYECKHe CTPYKTYpbl, 06a obAa-
AQIOT Pa3AMYHBIMU (apMaKOKHMHETHYeCKUMH, (papMaKo-
AVMHAMHUYECKMMHU M TOKCHKOAMHAMHYECKHMH CBOMCTBa-
Mmu. Ilo cpaBHEHHIO ¢ CHPOAMMYCOM 9BEPOAUMYC HMEeT
6oAee BHICOKYIO OHOAOCTYIHOCTD U H0A€e KOPOTKHIL KO-
HEYHBI IeproA MoAyBbiBepeHus [10]. OBepoaumyc 6bi-
CTPO BCACBIBAe€TCA M AOCTHraeT MaKCUMAaAbHOH KOHIIeH-
Tpayun 4epes 1,3-1,8 waca [11]. Meraboaunsupyercs
B ocHoBHOM uepes cuctemy CYP3A4 (uutoxpom P450)
[12]. OBepoaumyc 06aapaeT y3KMM TeparneBTHYECKHM
HHAEKCOM, HeOOAbIINe M3MEHEHHS ero KOHI[eHTPaIL[uu
B KPOBM MOTYT IIPUBECTH K CYI[€CTBEHHOMY CHMXXCHHIO
TepaneBTHIeCKOTO 3¢ PeKTa, MOSIBACHUIO ITOOOYHBIX -
dextos [13]. [ToaTOMy, ecAU pPedb HAET O HOBOPOKAEH-
HBIX, B HACAAE IBEPOAUMYC CAEAYET BBOAMTD IIPH MUHHU-
MaAbHO BO3MOJKHBIX AO3HPOBKE H IIPOAOAKHTEABHOCTHU
[14,15].

OAHAKO NpaBUABHBIE AO3HUPOBKA M ITPOAOAKHUTEAD-
HOCTb HCIIOAb30BAHUS 9BEPOAUMYCA U CHPOAUMYCA Yy Ae-
Tell, a TaK)Ke 3HAHUS O TOM, KaK M36eXaTh UX ITOOOYHBIX
3$PeKTOB, B 3HAYMTEABHOI CTENIeHU HEM3BeCTHbI [ 16].

B cBA3M c OTCYTCTBHEM IeMOAMHAMHYECKHX Hapylle-
HUM W HAPYIIEHWH PUTMAa, MMMYHOCYIPECCHBHAs Tepa-
IUs TIAIJeHTKe He Ha3HaueHa. PeKoMeHAOBaHO AMHAMH-
gyeckoe HabAopAeHHe U KOHTpoab MPT cepalia B AuHaMuKe.
Ilpu BBLIBAEHHUU IIPU3HAKOB POCTA OIIYXOAU PACCMOTPETD
BOIIPOC 06 MMMYHOCYIIPECCHBHOW TEpAIlHK IBEPOAUMY-
coM maH cupoaumycoM. CaepyeT OTMeTUTD, YTO IePBBIM
y Hallell ManueHTKH ObIA BbISIBACH TYOepO3HBIN CKAEpPO3,
4aCTO COUETAIONUICS C pAOAOMUOMON CEPALIA.

CepaeuHasi pabAOMHOMA MOXKET OBITH CAMBIM PaHHUM
npusHakoM T'C in utero u mpeAIIecTBOBATb OOHAPYIKEHHIO
MOpaXkKeHHs MO3Ta MAM TTodek [ 17].

OTO IMOAYEpPKHBAET BAXHOCTh F€HETHIECKOTO KOHCYAD-
THPOBAHMS IO MOBOAY TyOepO3HOrO CKAepo3a IpH IIO-
AO3pEHHH Ha HACAEACTBEHHBIM XapakTep 3ab0AeBaHUS
IIpY [IAQHHPOBAHUH GepeMEeHHOCTH, a TaKKe OepeMeHHbIX
XKEHIIIMH C pabAOMHIOMOII CEPALIA [TAOAQ, B TOM YHCAE IIAI[U-
€HTOB, IIPEHMYIEeCTBEHHO AETCKOTO BO3PAacTa C AMArHO-
CTHPOBAaHHOM pabAOMUOMON CEepALIA.

3akArueHHe

Cay4ail IpeACTaBASIET UHTePeC AAMTEABHBIM OeccHM-
IITOMHBIM Te4eHHeM PabAOMHOMBIL, B TO BpeMsl KaK OObId-
HO CcepAedYHble pabAOMHOMBI AMATHOCTUPYIOTCS B IIOCTHA-
TAABHOM IIEPHOAE M MOTYT OBITh CAMbIM PAHHUM IIPOSIBAE-
HHEM Ty0epO3HOTO CKAEpO3a.

Kongruxm unmepecos ne 3aseren.

Crarpanmocrynuaa 12.09.2021
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