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PE3IOME

B naHHOW cTaTbe npeAcTaBneH YHUKaNbHbIA KIMHUYECKUIA Cnyyaid coveTaHns ABYX pefKunx
reHeTUYeCKn AeTePMUHNPOBAHHbIX 3a60/1€BaHUIA y OHOI0 NauMeHTa paHHero Bo3pacTa: CUH-
LpOMa yANMHEHHOTo uHTepBana QT, 1 MosieKynspHO-reHeTUYeCKUiA BapnaHT, 1 MyKonosmca-
xapupgosa 1A Tuna.

KntoueBble cnoBa: rAMKO3aMWUHOTMKaHbI, NM30COMaibHble 60NE3HW HAKOMMEHWUS, MYKO-
nonncaxapugos, opthaHHble 3aboneBaHns, CUHAPOM YANMHEHHOro mHTepBana QT, KSNQL,
SGSH.
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ABSTRACT

This article presents the case of a combination oftwo genetically determined diseases in one
early age patient: long QT syndrome type 1and mucopolysaccharidosis type IIA.
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Cnucok cokpauleHuii: BCC — BHesanHasa cep-
JeyHad cmeptb, [All — TIMKO3aMWHOTINKAHBI,
MIC — wmykononucaxapngos, CYNQT — cUHAPOM
yanvHeHHoro uHtepsana QT, CYNQT1 — cuHApom
YAMHEHHOTO nHTepBana QT, 1 MONeKynApHO-TeHeTun-
yeckuidi BapmaHT, YCC — yacToTa cepeyHbiX CoKpa-
weHnin, 9KIM — anekTpokapamorpagms.

BBEOEHNE

Bo Bcem Mupe B nocnefHue rogsl 60/blLIOe BHU-
MaHue yfenseTcs 3ab0neBaHUAM TeHEeTUYEeCKOon npu-
pofbl, 60/bLIas YacTb M3 KOTOPbIX OTHOCUTCA K pel-
KUM naTtonorusam [1]. B EBpone opthaHHbIM cHMTaETCS
3ab0neBaHye ¢ pacnpoCcTPaHEHHOCTLIO OAWMH NauWeHT
Ha 2000 uenosek, B Poccuiickoii degepaumm — OanH
Ha 10 000 yenosek HaceneHus [1, 2]. JocTaTo4uHO Ya-
CTO FeHeTUYecKn [LeTepMUHUPOBaHHbIe 3a60/1eBaHUA
He MMEIOT NaTOreHeTUYECKOro NIeYEeHUs, XapaKTepusy-
I0TCA MPOrpeccMpyrowum TeYeHUEM U accoummpoBa-
Hbl C Pa3BUTMEM HEOBPATUMbIX OC/TIOXHEHWUIA, NHBANU-
AU3aLUN 1 NPeXEBPEMEHHON CMePTK.

BpOoXAeHHbI CMHAPOM YANVHEHHOTrO WMHTEpBana
QT (CYWNQT) — HacnencteeHHoe 3abonesaHue, KO-
TOpPOEe K/ANHWYECKWN NPOABAAETCA CUHKOMaNbHbIMU CO-
CTOAHMAMW W BHe3arnHoi cepaeyHoin cmepTbio (BCC)
B CBAI3U C BOSHUKHOBEHMEM NOANMOPQHON XKeNy[0UKO-
BOM Taxukapauu, HasbiBaemol «torsades des pointes,
N puopUNNALUN XenyaoukoB. PacrnpocTpaHEeHHOCTb
CYWQT coctaenset okosio 1:2000 XUBOPOXKAEHHbIX.
Ha cerogHa n3sectHo 15 reHos, KOAMPYHOLLUX NOHHbIE
KaHasbl, C MyTauusaMun B KOTOPbIX CBA3aHO pa3BUTME
CYWQT. Haubonee pacnpocTpaHeHHbIM SBASETCS
1 MONeKynsApHO-reHeTUYeCKuii BapuaHT CUHApPOMa Y i-
NMHeHHoro nHTepsana QT (CYWQTL), Ha gonto KoTo-
poro npuxoautcs okono 30-35 % reHoTMNMPOBAHHbIX
naumeHToB. CYVQT1 cBazaH ¢ myTaumein reHa KCNQ1,
KOTOPbIA KOAUPYET a-CybbeAnHULbI NOTEHLMaN-3aBu-
CMMOro Kanmesoro KaHana KV7.1, akcnpeccupyemoro
B KNETOYHON MeMmbpaHe KapamomunoumnTos [3]. Y getei
¢ CYNQTL1 KymynaTMBHas CMepTHOCTb COCTaBnseT
0Kon0 2 % [4].

Mykononucaxapngossl (MIMNC) — rpynna peakmx
HacneACTBEHHbIX 60/1e3Hell 0O6MeHa BeLLECTB, CBSA3aH-
HbIX C HapylleHnem meTabosvM3Ma rMKo3aMUHOIIN-
kaHoB (AN, nNpuMBOAAWMM K MOpPaXeHWo OpraHoB
n TkaHel [5, 6]. KnnHuka, BO3pacT NposBieHUs CUM-
NTOMOB, METOAbl ANArHOCTUKM W fedyeHus 3abone.sa-
HMA 3HAUNTE/ILHO BapbMpYHOT B 3aBUCMMOCTM OT TUNa
MMC [5, 7]. Tun MIMC onpefaenseTcs HeAoOCTaTOYHO-
CTbIO WU/MNN OTCYTCTBUEM TeX UM UHBIX PEepMEHTOB
B /in3ocomax Knetok (tabn. 1) [5]. HakonneHne Al
npu faHHoW rpynne 3aboseBaHuli BCTpeYaeTca npak-
TMYECKU BO BCeX OpraHax U TKaHaX: B XpslLax, Cyxo-

Tom Ne 2 2 2022

KNMMHNYECKWME CNYYAWN | CLINICAL CASES

XUNNAX, HaJKOCTHWLE, COCYAMCTON CTEHKe, KnanaHax
cepgua, MuoOKapie, 3HAOKapAe, MeyeHuW, CeneseHke,
B HEPBHOW TKaHu [5, 7, 8, 9].

B HacTosLLee BpeMs B AaHHO rpynmne 3a60neBaHuii
BblgensoT 6onee 10 Tmnos (tabn. 1) [8, 10]. Bce oHuM
OTHOCATCA K MOHOFEHHbIM NaTo/IorMsAM, HO B HEKOTO-
PbIX CAy4yasx MOryT ObiTb BbI3BaHbl TakKXe XPOMOCO-
MHbIMK abeppauuamn. Mogasnsiollee 601bLIMHCTBO
TUNOB 3a60/1eBaHNA NPOSBASIOTCA ayTOCOMHO-peLiec-
CUBHbIM XapaKTepom HacnegoBaHus [8].

[uarHo3 MIC ycTtaHaBnuBaeTCd Ha OCHOBaHUU
COYETaHNA K/MHUYECKOW KapTWHbI, 1abopaTopHbIX
JAHHbIX W MOMEKYNAPHO-TeHETUYECKOro  aHanu3a,
KOTOpbIA BK/OYaeT B cebs MpoBefeHWMe MacCOBOro
napainenbHoro CeKBEHUPOBAHUS LefeBbIX MNOCeno-
BaTe/bHOCTEN FeHOB C LieNbio 06HapyXXeHWsa naTonoru-
YeCcKUX BapvaHTOB B reHax, CBfi3aHHbIX C OnpefjesneH-
HbIMW Tunamu MIMC (Tabn. 1) [11, 12, 13].

Mykononucaxapngos Il Tuna (cuHgpom CaHgu-
NINMMO) — BCTPeYaeTCca B CPeAHEM € YacToToli 0,76 cny-
YyaeB Ha 100 000 >KMBOPOXLEHHbIX, YacTOTa NoATMNa
A cocTtaenset 0,52 cnyyas Ha 100 000 XMBOPOXAEH-
HbiX [14]. 3aboneBaHne XapakTepusyetcs AedeKkTamu
pasnYHbIX PepMeHTOB, NPUBOAALLNX K M36bITOYHOMY
OT/IOXEHMWIO renapaHcynbdara npexJae BCero B MO3ro-
BOI TKaHW 1 B MeHbLUEW Mepe B COeANHUTENbHBIX TKa-
HAX, YTO 06YC/OB/NBAET XapaKTEPHYO KIUHUYECKYHO
KapTuHy [15]. Tak, npy MIMC A cHWKeHa aKTuB-
HocTb hepmeHTa N-Cy/nb(POrIOKO3aMUHOCYNbHOrN-
[ponasbl BCMEACTBME Ha/MUMA MaTOreHHbIX BapuaH-
TOB B reHe SGSH ¢ ayTOCOMHO-PeuecCMBHLIM TUIMOM
HacnepoBaHusi. 3aboneBaHve Yalle BCero MaHuge-
CTUPYET KO 2 TOAY XXW3HU, N B KIIMHUYECKOI KapTuHe
TaKMX NaLMeHTOB Ha MepBblii MNaH BbIXOAUT ObICTPO
MporpeccupyroLas NaToaorns HePBHOM CUCTEMbI: YM-
CTBEHHas OTCTaN0CTb, 3aJePXKa TEMMNOB NCUXOPeYeBo-
ro passuTus, rpybble HapylweHna nosegeHns [15, 16].
B HacTosLLee BpeMs He CYLLLeCTBYET NaToreHeTUYecKo-
ro NeYeHns JaHHOro Tuna 3abonesaHusa [17]. CpegHuii
BO3pacTt nauueHtoB ¢ MIC IHIA Ha MOMEHT cmepTu
cocTaBnsieT 15,22 + 4,22 neT, caMOil 4aCTON NPUUNHON
cmepTn (6onee 50 %) aBnseTcs NHeBMOHUS [18].

B gaHHOM co06LeHNN Mbl NPeACTaBNSEM YHUKASb-
HblA KNMHWYECKWIA cry4yald MmauueHTa C cCoYeTaHUeM
[OBYX pefKUX FeHeTUYecKn LeTePMUHMPOBAHHbLIX 3a-
60neBaHUiA: CMHAPOMA YAJIMHEHHOrO MHTepBana QT
n Mykononucaxapugosa tuna IHIA.

KNNHWYECKNIA CNYYAW

MaumneHT 2 net 9 mecsiues 6bl1 rOCNUTaNN3NPOBaH
B PIBY «<HMUWL nm. B. A. AnmasoBa» AN 06cnesoBa-
HWUS C AMarHo3oM HanpasneHns: CUHAPOM YA/MHEHHO-
ro uHTepsana QT, HEYTOUHEHHbI. PeunansupytoLme
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Tabnuua 1. Knaccudukaums mykononmcaxapmgoson

Tun Jedomumnt Myko- MexaHn3m
Mric CvHApOM doepmeHTa nonvcaxapug, ren Jlowye Hac/iegoBaHUA
l'ypnep
H (OMIM:
#607014)
l'ypnep- . i}
s Ueie e L AROON o aes A
#607015) ayp a paHcy pey
Weie
IS (OMIM:
#607016)
XaHTePa MaypoHa- JdepmataHcynbat X-cuenneHHbIn
I (OMIM: TO-L-cynbthataza UM renapaHcynbdar DS X428 eLeCcCUBHbIN
#309900) y pancy Pet
CaHdmnun- N-cynbcorntoko-
A no A (OMIM: 3aMuHocynbgorn- SGSH 17925.3
#252900) Aponasa
CaHdpunmn- N
B no B (OMIM: fn”*;l?;zz;mamie;:;’a NAGLU  17g21.2
#252920) AyTOCOMHO-
FenapaHcynbdart o
CaHdunun- Anbda-rnokosa- PeueccnBHbIN
nc no C (OMIM: MuHnago N-aue- HGSNAT 8pll.21
#252930) TUNTpaHchepasa
CaHdmnun- N-aueTuUnriKo-
D no D (OMIM: 3aMUHO-6-cynba- GNS 12q14.3
#252940) Tasa
Mopkuno A [anakTo3amu- KepaTtaHcynbar
IVA  (OMIM: HO-6-cynbpaTo- N XOHAPOUTUH- GALNS 16924.3
#253000) cynbgharasa cynbpar AyTOCOMHO-
Mopkuo B peLecCcuBHbI
VB (OMIM: B:ST;'ra”aKTm"" KepaTaHcynbthatr  GLB1 3p22.3
#253010) A
MapoTo- N-ayetunranakto- XOHAPOUTUHCY/b-
. AYyTOCOMHO-
\ Namn (OMIM: 3aMunHO-4-cynbpa- cat u gepmaTaH- ARSB 59q14.1 CLECCUBHbI
#253200) Tasa cynbgat peu
Cnas BeTta-rnokypoHun- [fepmataHcynbdart AyTOCOMHO-
Vil (OMIM: asa P n ana chyanoaT GUSB qll21 Z €CCUBHbIN
#253220) A pancy ek
IX HaToBuTy 'manypoHrnoKo- ManypoHoBas HYAL1L 3p21.31 AyTOCOMHO- 5
3aMunHmngasal KucnoTa peLueccuBHbIin

CUHKOMa/IbHbIe COCTOSHNA. CyOKAMHUYECKNIA TUNOTU-
peos. [pu noctynneHnn mama pebeHka npefbsasnsna
Xanobbl Ha YacTble 3MN30A4bl «3aMUPaHKi», «0OMsAKa-
HWiA» C OTCYTCTBMEM peaKkLMn Ha 06paLleHHYH0 peyb,
He COMPOBOXAAaloLLMEeCs NOMHOWA YTPaTOl CO3HaHWS,
anutenbHocTbio 0T 30 f0 40 CekyHf, 3afepXKy ncu-
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XOMOTOpPHOro pa3suTtus. Kpome Toro, B Bo3pacTe 2 f1eT
3 MecsLeB y pebeHKa Obll KpaTKOBPEMEHHbI 3Mn30[
yTpaTbl co3HaHMA (0Kono 10 ceKyHA) ¢ ObICTPbIM CMOH-
TaHHbIM BOCCTaHOB/IEHMEM.

3 aHaMHe3a >XM3HUW N3BECTHO, YTO pebeHOK OT nep-
BOM 6epeMeHHOCTU, NpoTeKaBLlUel Ha (JOHe TOKCUKO-
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3a, aHemun ¢ 26 Hegenn, OPBW Ha 29 Hepene. Pogpl
npexxaeBpemMeHHble, Ha 32 Hegene rectauum, MyTem
3KCTPEHHOro KecapeBa ceyeHus. Bec npu poxzpeHum
1900 r, onuHa Tena 44 cMm, OuUeHKa Mo Lwkane Anrap
4-6 6annos. CoCTOAHWe NoOc/ne POXAeHUs pacLeHeHo
Kak Tsxenoe, pebeHKy npoBoAufiacb HeWHBA3WBHaA
NCKYCCTBEHHAA BEHTUNALMSA NIErKUX B TeYeHue 5 cy-
TOK. lMpu AMHaMWUYeCKOM HabMofeHUn ¢usnyeckoe
pa3BuTUE COOTBETCTBOBANIO BO3PacTy, OfHAaKO, OTMe-
yanacb 3aflepXXKa NCUXOMOTOPHOro pas3suTus. CocTo-
UT Ha AMCrnaHcepHOM y4yeTe Y HEBpoOJ/ora v ncmxmarpa
C AMarHo3oM: pacCcTpPOMCTBO ayTUCTUYECKOrO CreKTpa.

CeMeliHblii aHaMHe3 OTArOLEH: Y MaTepyu CUHAPOM
YANUHEHHOT0 MHTepBana QT, HEYTOUHEHHbI MOJIEKY-
NAPHO-TeHeTUYECKUIA BapuaHT, CMHKONabHas opma,
npu aHanuse OKI nokos 3HayeHns QTc go 538 mcek,
nony4vaeT Tepanuto 6eta-610katopammn. Cnyvaes BCC
cpeau 61M3KUX POACTBEHHMKOB B BO3pacTe A0 40 net
He 6b1/10.

N3 aHamHe3a 3ab0/1eBaHMS W3BECTHO, YTO MOC/e
BbILLEONUCAHHOTO CUHKOMA/IbHOr0 COCTOAHUA pebe-
HOK 6bln1 06CnefoBaH B HEBPOOrMYECKOM OTAe/IeHUN
CTauuoHapa no MecTy >XWUTeNbCTBa, rAe AaHHbIA 3anu-
30£ 6bIN pacLeHeH Kak nposisieHne aytusma. Mpu atom
Bnepsble Ha SKI BbIABNEHO yanHeHNe nHTepBana QT,
B CBA3U C YeM pebeHOK Bbl1 HanpaeneH Ha o6cnegoBa-
Hue B PIBY «HMWL, um. B. A. Anima3oBa».

Mpu npoBefeHUN 06CNeA0BaHUA B HALLEN KIUHUKE
Mo AaHHbIM 06BLEKTMBHOI0 OCMOTpa 0bpaLlany Ha cebs
BHUMaHME MHOXECTBEHHbIE CTUIMbl AM33MOPUOreHe-
3a: Makpouethanus, BblpaXXeHHble HafbpOBHblE AYyru,
YNOWeHHasA MepPeHoCuLa, HU3KOe CTOSIHME YILLEN,
YCTaHOBOYHAA MPaBOCTOPOHHAS KPMBOLLEA, MyrnoyHas
rpbixa, LWUMPOKMe NagoHu No TUMY «KOTTUCTON nanbi».

KNMMHNYECKWME CNYYAWN | CLINICAL CASES

CX0XMX PeHOTUNNYECKNX 0COOEHHOCTEN Y YNEHOB Ce-
MbW BbISIBAIEHO He BblO.

Ha nosepxHocTHoi IKI™ 3aperncTpupoBaH CUHYCO-
BbIl puTm ¢ YCC 137 ya/MuH. MiHTepBan QTc 494-525
mcek (puc. 1).

o faHHbIM CYTOYHOro MOHUTOpPUpOBaHUA IKI
B TeUeHMe BCEro HabnlofeHWUs perucTpupoBancs cu-
HycoBbIin puTM ¢ UCC ot 82 go 154 ya/muH. Xeny-
[IOYKOBAs 3KTOMUYECKas aKTUBHOCTb He OBHapyXeHa.
B TeyeHue BCero BpemMeHW UCCNefoBaHWUsA OTMEYanoch
3HauYMMOe YA/IMHEHUE KOPPUTMpPOBaHHOIO QT-UHTep-
Bana 499-471-537 mcek (puc. 2).

Mo paHHbIM 3axokapauorpaguu pasmepbl Kamep,
TO/ILIMHA MMOKapAa B npeenax Hopmbl. CoKpaTuTesb-
Has CnocoOHOCTL He CHWKeHa. KnamaHHbI annapat
He M3MeHeH. PacyeTHOe CUCTO/IMYECKOE fAaB/eHNeE B fe-
FOYHOM apTepnm He MOBbILLEHO.

B xofe o6cnefoBaHns 6b1aM UCKAOYEHbI BTOPUYHbIE
NPUYUHBLI YANUHEHUA uHTepBana QT, TakMe Kak 3fnek-
TPONUTHbIE HapYLUeHUs, runepTpodmsa Mmokapga, Ha-
PYLLEHVE BHYTPWKENYA0YKOBO NPOBOAUMOCTH, NPUEM
HEKOTOPbIX SIEKAPCTBEHHBIX MPenapaTos, 3HAOKPUHHasA
naTonorus, BOCNaIUTeNbHbIA NPOLLECC B MUOKAPAE.

Mpwn cTpatudukaunmn pucka seposTHocTn CYUQT
C ucnonb3oBaHmem Kputepumes LUBapua [3] y pebeHka
nmena Mecto BbiCOKasi BeposiTHocTb CYWQT (5 6an-
noB): 3 6anna — uHTepean QT Ha cepun IKI nokos
npesbiwan 480 mcek, 1 6ann — 3nn304 CMHKONabHO-
ro COCTOSIHUS, He accoLMMPOBaHHOroO €O cTpeccoM, 1
6ann — OTArOWEHHbI CeMeiHbI aHaMHe3 no CYWU-
QT. MaymeHTy ObiN B3AT aHanNM3 KpoBW ANsi NpoBefe-
HUSA MONEKYISPHO-reHeTUYECKOro aHann3a B CTPYKType
MePBMYHbIX 3N1EKTPMUECKMX 3ab0eBaHmii cepaua. Mpu-
HMMas BO BHMMaHWe CTOiKoe yanuHeHne QTc Ha IKI

Puc. 1. 3KI', cuHycoBbIi putMm ¢ UCC 137 yaapoB B MUHYTY, QTc — 510 mcek
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Puc. 2. 3KI' no gaHHbIM CYyTOYHOIO MOHUTOPUPOBaHUA (a-b):
a —npumep IKI mMnHumanbHon YCC 3a Bpems HabnwoaeHus;
b —npumep 3KI makcumanbHow UCC 3a BpeMsA HabnO4eHUS

nokosi bonee 470 MceK, HaIMYmMe CUHKOMa/IbHbIX COCTOSI-
HUIA U NX 3KBUBAIEHTOB, & TAKXXe OTArOLLEHHBIN ceMeit-
HbI aHaMHe3, 6blf1ia Ha3HaYeHa NPOTEKTOpHasA Tepanus
6eTa-6/10kaTOpamMy — NPONPaHoNoN B Ao3e 1 Mr/Kr/cyT.
Ha oHe nprema nponpaHoniona CUHKOMabHble COCTO-
SHUA 1 3MN304bl «0OMSIKaHUIA» He PeLVANBUPOBAN.

MeTofom cekBeHMpoBaHWUA no CaHrepy Obiia
nposefeHa BepuUKaLnUs BapuaHTOB HYKIEOTUAHbIX
nocnegosatenbHocTein B reHe KCNQLl. B wuccneaye-
mMom o6pasue AHK BbiiBNeH NaTOreHHbIA BapuaHT
HYKNeoTUAHON nocnefgoBaTenbHOCTU B reHe KCNQ1
(Chr11:2604775, rs1800171, NM 181798.1:c.G651A:p.
Ala217=) B reTepo3MroTHOM COCTOSIHUM.

Takum 06pas3oM, y naumeHTa 6bin nogTeepxaeH 1
MOJNEKYNSAPHO-TeHeTUYeCKNin BapnaHT CYUNQT.

YunTbiBasa (eHOTUNUYECKMe 0COBEHHOCTU, HEBPO-
NOTNYECKYIO NaTofiornio, KAUHUYECKU 6bina 3anofo-
3peHa IM30CoMHas 60/1e3Hb HAKOMEHUS.

Mo faHHbIM, NONYYEHHLIM U3 NabopaTopun Hacnes-
CTBEHHbIX 00Me3Heli 06MeHa BeLecTB, y ManbyuKa
BbISIB/IEHO MOBbILLIEHNE KOHLEHTPaL MU N130rnoboTpu-
asuncpuHrosnHa (puc. 3), MOBbIWEHHAA 3KCKpeLums
renapaHcynbara ¢ MOYOW, 06L1an KOHLEeHTpauums
KOTOporo coctaeuna 50,1 Mr/MmMonb KpeaTUHUHA Npu
BO3pacTHoii Hopme 0,8-24,9 MI/MMONb KpeaTUHUHA,
Mo faHHbIM KOMIMYECTBEHHOMO aHan3a.

B pesynbTate reHeTUYeckoro WccnefoBaHuUs Me-
TOAOM MacCOBOr0 nNapai/ieNbHOro CeKBEHUPOBaHUA
ObI/1 BbISIB/IEHBI U3MEHEHUS HYKNEOTUAHOW nocneno-
BaTenbHocTU: SGSH (NM_000199) 2 3k30H €.220C>T,
p. B TOMO3WIOTHOM COCTOSIHUW, JaHHas 3aMeHa paHee
onncaHaB HGMD (CM971355). MyTauwuu B reHe SGSH
06yCNOBNMBAIOT pa3BUTMeE MyKoMonmcaxapuzjosa Tumn
A (cuHgpom CaHunaumnno, Tun A) ¢ ayTOCOMHO-pe-
LLeCCMBHbIM TUMOM Hac/nef0BaHus.
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3AKTIOYEHWE

B npefcTaBNeHHOM K/MHWMYECKOM Cnydvae y nauu-
€HTa BbISB/IEHO COYETaHUE ABYX PefKUX FeHeTUYEeCcKM
LeTEePMUHUPOBaHHbLIX 3a00/eBaHNiA:  BPOXAEHHOMO
CUHAPOMA YA/IMHEHHOTO MHTepBana QT 1 MyKonosnu-
caxapugosa tuna l1A.

Ham He ypanocb HaiiTu B nutepaTtype MNofo6HbIX
onucaHuii. Ha cerogHa ocTaeTcs He ICHbIM BapuaHT
JanbHelLero Te4eHns, NPoOrHo3 U UCXo4 ABYX HO30-
NOruiA, KOTOPbIE acCOLMUPOBaHbI C HEBMArONPUATHBIM
TeyeHMem B CBA3U C puckom BCC B ofHOM cryvae
N PUCKOM MNPEeXAEBPEMEHHOW CMEPTW OT pasinyHbIX
OCNOXXHEeHWA Ha (hoHe MporpeccMpoBaHWs 3aboneBa-
HUS — B ApYrom.

B npeacrtaBneHHOM HaMy K/AMHWYECKOM Clyyae
y nauueHta ¢ CYUQT uMeoT Mecto LOMOSHUTENb-
Hble (haKTOpbl PUCKa Pa3BUTUSA XXU3HEYTPOXKAOLLMX
cobbITWIA, TaKMe Kak yanuHeHWe mHTepBana QTc 60-
nee 500 mcekK, paHHAA KAMHMYECKas MaHudecTaums
C HafM4yMem CUHKOMaNbHbIX COCTOAHWIA, MYXCKOW
non. Co ctopoHbl MIC, Npy KOTOPOM, KakK U3BECTHO,
ncxof 3a60neBaHUS B 6O/bLUER CTENeHN onpeaenseT-
cA ero TUMNOM W paHHWM Ha3HayeHWeMm (hepMeHTO3a-
MeCTUTENbHOW Tepanun, HebNaronpuATHbIA NPOrHo3
CBf3aH C OTCYTCTBMEM pa3paboTaHHOro natoreHeTu-
YecKOoro fieyeHus.

Ha cerofgHslWHWIA AeHb He NpeacTaBfiseTcs BO3-
MOXHbIM [JOCTOBEPHO YCTaHOBWUTb, Kakoe W3 3TUX
3ab0neBaHMi ABNAETCS AN NauWeHTa MpOrHo3-o-
npegensiolimM. Ho NoATBepXAeHUe auarHosa nMeet
BaXKHOE 3HaYeHue 415 BbIpaboTKM NOTEHLMANbHOW UH-
AMBMAYaNbHOWN TepaneBTUYECKO CTpaTernn, a Takxe
MeJNKO-TeHEeTUYECKOr 0 Y NCUXONOTMYECKOTO KOHCY b-
TUPOBaHWSA CEMbM.
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MHdopmauma o6 aBTopax:

CuBywmHa EnuszaBeta CepreeBHa, nabopaHT-uc-
cneposatens HWJ/T MonekynapHoOro M KAeToyHoro Mo-
AenvpoBaHna 1 reHHoi Tepanun HUMY «LleHTp nep-
COHa/IM3NPOBAHHON MeguuuHbl» PIBY «HMUL, unm.
A. B. Anma3oBa» MunH3gpasa Poccuu;

MypaBbeB Anekceil CepreeBud, nabopaHT-uccreno-
Batesib HAJ1 MOIeKy/ISpHOTO 1 K/IETOYHOro MOZEe/IMpoBa-
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06ycnoBneHHbIx 3abonesaHuin HLIMY «LleHTp nepco-
Ha/IM3MPOBAHHOW MeauUUHbI», Bpady — AETCKUIA Kap-
OVonor oTaeneHusa AeTCKOn KapAuonorun n meauvumH-
ckoii peabunutaumm ©reyY «HMUL, um. A. B. AnmasoBa»
MwuH3gpaBa Poccuy;
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