M.A.llIkoabHuKko0Ba, 3.0.PomannoBa, C.A.Tepmocecon, JI.A.KpaBuosa,
N.M.Mukaamesn4d, B.JO.Bounoa, U.JI.Uabuu, JI.A.Kanunun

COYETAHUE YIJIMHEHHOTO UHTEPBAJIA QT, ATPHOBEHTPUKYJISIPHOI
BJIOKAIBI U CHHJIAKTUJNHN KAK ITPOSIBJIEHUE PEJIKOI'O
HACJEJCTBEHHOT'O 3ABOJIEBAHUS C BBICOKUM PUCKOM BHE3AITHOM
CEPIEYHOHN CMEPTH

DI'Y Mockosckuit HUH neduampuu u demckoit xupypeuu Pocmeomexnonozuii, /lemckuii Hayuno-npakmuueckuil
YeHmp HApyWenuii pumma cepoua

Ilpeocmasneno nepsoe 6 Poccuu onucanue cunopoma Tumomu, npedcmasnsioujeco covemanue yOIUHEHHOZO
unmepeana QT, ampuoseHmpuxyiapHou 610Kadbl U CUHOAKMUIUU, C8A3AHHOO0 C 8bICOKUM PUCKOM 6HE3ANHOU CEPOCYHOT
cmepmu, 8blA6IeHH020 Y pebenka 3 iem, HanpagieHHo20 Ha 06cied08anue no N08OOY CUHKONANbHBIX COCIOAHULL.

KuroueBsie ciioBa: cunapomM TuMoTn, cHHAPOM ylsinHeHHOTo HHTepBaia QT, aTpuoBeHTpUKY/IsipHas 0J10KajAa,
CHH/AAKTHJINS, CHHKONIAIbHbIE COCTOSIHMS, BHe3aIlHasl cepledHasi CMepTh.

The case report is presented for the first time in Russia of Timothy syndrome: the combination of the long OT
syndrome, atrioventricular block, and syndactyly associated with a high risk of the sudden cardiac death in a 3 year old
patient referred for examination because of recurrent syncope.

Key words: Timothy syndrome, long QT syndrome, atrioventricular block, syndactyly, syncope, sudden

cardiac death.

HacnencrBeHHBIN CHHIAPOM YIIIMHEHHOTO HHTEPBAJIa
QT (CYUQT) siBnsieTcst 3a00JICBAHUEM C BRICOKAM PHCKOM
BHE3AITHOW CEpACYHON CMEpPTH W BCTPEYACTCS y JIEeTeH C
gactortoit 1:500-7000 [1]. DTOT cuHAPOM OTHOCHUTCS K Te-
HETHYECKH JICTEPMUHUPOBAHHBIM IEPBUYHBIM 2JIEKTPHUEC-
K1M 3a00J1eBaHMsIM cepala. B HacTosiee BpeMst Bbizese-
HO 8 MOJICKYJISIPHO-TEHETHYECKUX BapUaHTOB CHHAPOMA,
KOTOpBIE HApsIy C OOMIMMH XapaKTePUCTHKaMH B BUJIC 3Ha-
guTenpHOro yumHeHns natepBana QT ma OKI, mpucty-
TI0OB TIOTEPH CO3HAHMS HA (POHE KU3HEYTPOXKAIOMINX APUT-
MHUH U CIIy4yaeB BHE3AIMHON CMEPTH B CEMbSIX, UMEIOT KJIU-
HHUKO-IIEKTPOKapIrorpaduaeckre 0cOOCHHOCTH, 00YCITOB-
JICHHBIE CTICIM()UKON IMEKTPOIUTHBIX HAPYIICHUH, BHI3BAH-
HBIX I3MEHEHUSIMH B T€HAX, MOAYINPYIOMINX (PyHKIIHOHAITb-
HYTO aKTHUBHOCTP CEpJICIHBIX HOHHBIX KaHawoB [2]. CYUQT
00yCIJIOBJICH KaK MyTalHsMH, OTBEYAIONINMHI 32 MOTEPIO
(YHKIIMN KaJTMEBBIX KaHAJIOB C 33JICP>KKOH PETOIIIpU3aIin
(1, 2,5, 6 m 7 BapuaHThl), Tak U yCHICHHEM (DYHKIINN Ha-
TPHUEBHIX (5 BapHWaHT) WM KaJbIIMEBHIX KaHAIOB (8 Bapu-
AHT), OTBEYAIOIINX 32 3aJICPKKY TOKOB PEHOJISIPU3AINM.
TpyaHOCTH JMAarHOCTHKH JAHHOTO CHHIPOMa 00y CIIOBIECHBI
TEM, YTO BBISIBUTH 3a00JIEBAHNE B OTCYTCTBHE KIMHHYEC-
KHX MPOSIBJIEHUI U CEMEHHOr0 aHAMHE3a MOKHO TOJIBKO Ha
OCHOBaHHH AITEKTPOKaparorpaduaeckoro odcienoBanms. B
CBSI3M C 9TWM, YacTbl CIlydad MO3IHEH JTHarHOCTHKH, MTPH
KOTOPBIX 3a00JI€BaHNE BBISBIISIETCS MOCIIE TOBTOPHBIX CHH-
KOTAJIbHBIX COCTOSTHUHN, Ka’KI0€ U3 KOTOPBIX MOXKET 3aKOH-
YUTHCS BHE3AIMHON cMepThio OombHOTO. Takne marueHTh
HEPEIKO TUTETBFHO HAOIIONAIOTCS HEBPOIIATOIOTAMHU C
JINarHO30M «3Tmiencus». OnucaHsl CIyvan BBISBICHUS
CYUQT B cembsix ¢ 3TUM 3a00JE€BaHUEM TOJIBKO ITOCTIE
BHE3AITHON CMEPTH OJJHOTO M3 YWJICHOB CEMBH BO BPEMs TIEp-
BOTO B )KN3HH MPHUCTYTIA TOTEPH CO3HAHMS.

Cpemu Bcex BapuanToB CYNQT ocoboe mecTo nipu-
HAJUIEXKNAT TPEM, IPU KOTOPBIX HApsAy C YIJIMHEHHEM WH-
tepBana QT 1 KapANOTeHHBIMH IPUCTYTIAMH TOTEPH CO3HA-
HUSI Ha (DOHE HKU3HEYTPOKAIONINX apUTMHUH, IMEET MECTO
TSDKEIIOE TTIOpayKeHNE IPyTUX OpraHoB u cucteM. K Hum ot-

Hocsites cuaapoM Jxepseruia-Jlanre-Husbcena (coueranme
CYUQT c HelpoceHCOPHOH TyroyxXocThio) [3], CHHApOM
Amnpepcena-Tapuna (CYUQT ¢ monmumMopdHOI xKemynouKo-
BOM TaxWKapIueu, MepuoJMYeCKUMH MapajndaMu U CKe-
JETHBIMU aHOMausIMK) [4] u cunapom Tumoru [5].

Cunzpom THMOTH AMArHOCTHPYETCs HA OCHOBAaHHUU
COUETaHMSI TTOPAKEHHS CEPJICIHO-COCYAUCTON CUCTEMBI (3K-
CTpeMaJIbHOTO y/uTHeHNs1 uHTepBaiia QT, aTpHoBeHTpUKY-
nsipuoii (AB) 6mokazs! I cremenn 1, BO3MOXKHO, TOPOKOB
Cepra) ¢ CHHAAKTHINCH, TPAH3UTOPHBIMHI MEeTaboIn9ec-
KHMH HAPYIICHUAMH, aHOMAJIHSIMH YMCTBEHHOTO W IICHXH-
YECKOTO Pa3BUTHSI, UMMYHOIE(DUIIUTHBIMHA COCTOSHUSIMA
(tab6m. 1). Anst 3TOr0 CHHIpOMA, KOTOPBIH 0003HaYaeTCs KakK
8 monekymstpaO-reHeTnaecknii Bapuant CYUQT, xapakrep-
HO 0COOCHHO 3JT0Ka4€CTBEHHOE TEUCHHE C KPaifHE BHICOKHM
PHCKOM pa3BUTHS BHE3AITHOW CMEPTH B PAHHEM BO3pacTe.
C 1989 roma mo HacTosIIee BpeMsI B MEPE OTHCAaHO 22 Ta-
[eHTa ¢ 3ThM 3a0oneBarreM [6]. 10 u3 17 O0IBHBIX C CHH-
npomoM Tumotn, onricanHbIx [.Splawski ¢ coasT B 2004 1.
yMEpIu B paHHEM BO3pacTe (CpeaHUil BO3PACT CMEPTH 2,5
roma) [5].

[pu couerannu CYNQT ¢ mopakeHueM IpyTux op-
TaHOB M CHCTEM aKIIEHT B IMarHOCTUKE CTaBUTCS Ha Oojee
OYEBHU/IHYIO MTATOJIOTUIO, B TO BPEMsI KaK IMPOTEKAIOIINE He-
KOTOpOE BpeMs 03 BBIPAKEHHBIX KIMHUYIECKUX ITPOSIBIIC-
HUH 2JIEKTPOINTHBIE HAPYIICHNS B MHOKApE, COMPSKEH-
HBIE C PUCKOM BHE3AITHOH CMEPTH, KaK MPABUIIO, ITUTEITh-
HO HE ANarHOCTUPYIOTCS BIUIOTH 710 MAaHU(ECTALIH KapIHo-
TEHHBIX MIPUCTYTIOB NOTepH co3HaHus. [1o3aHsa mruarnoc-
THKA 3HAUUTENFHO yCYTYOIsIeT HeOIaronpusaTHBIA TPOTHO3
3aboJieBaHusl.

[Ipencrasneno nepsoe B Poccuu onncanue cuHIpO-
Ma TuMOTH, BEISIBIIEHHOTO Y peOeHKa 3 JIeT, KOTOPBIiA ¢ POK-
JIeHUsT HaOJTIO/IaJICs CIICIHACTAMA B CBSI3H C CHHIAKTH-
nelt Kuctel u crorl. 3aboNeBaHNe THATHOCTHPOBAHO B JCT-
CKOM apUTMOJIOTHYECKOM IIEHTpe, Kyaa peOeHOK ObLT Ha-
TIpaBJIeH AJsl 00CIEeJOBAaHNS C IENbI0 YTOYHEHHS T'eHe3a
TIPUCTYTIOB IIOTEPH CO3HAHUSL.
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Taonuuya 1.
Yacmoma ecmpeuaemocmu pazniuiHolX leHOMUnUYECKUX

npusznakoe kiaccuuecxkozo cunopoma Tumomu [5]
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poxapouozpamm mamvl, nansi u cecmpwvi (21 200)
npobanoa - namono2uu He gvisgnexo, unmepgar QT
coomeemcmeayen HOPMATbHbIM 3HAYeHUAM. Bmo-

pas 6€p€M€HH00mb Yy mamepu 3adKOHYUNIACL caMo-

rie, MXKII - mexokenynoukoBast meperopojika

Jleeouka mpex nem nocmynuna ¢ kaunuxy @I'Y
MHHWUU neouampuu u demckoti xupypeuu Pocmeomexno-
02Ut ¢ Hanpagnanwum ouaznozom AB broxaoa Il cmene-
Hu, emopuunoe yonunenue unmepeara QT, cunkonansbroe
cocmosnue. M3 anamnesa jHcusHu ycmanoeieHo, ymo oe-
souKa poounacs om 5 bepemennocmu, npomexaguieli ¢ ye-
PO301L NPEPbIBAHUs HA PAHHUX CPOKAX 2eCmayui, 2-x Cpoy-
HbIX ghusuonocuyeckux pooos. Macca mena npu posicoe-
Huu 2793 2, onuna 49 cm, oyenka no Aneap 8/96. /lesouxa
poounaAcy ¢ bUNAMepanbHoOl KOXCHOU cunoakmuauel 3-4-
5 nanvyes kucmeti u cmon. B nepuode HogoposcoeHnocmu
Ha 2071086e OMCYMCMBOBAL POCH BONIOC, KOMOPbIE HAYANU
pacmu moavko ¢ 2-x nemnezo 6ospacma. Haxoounace na
epyoHom eckapmausanue 0o 1 eooa 3 mecayes. Ilcuxomo-
mopHoe, usureckoe pazsumue COOMeemcmeosanu 603pa-
cmy. IIpogunaxmuueckue npusueku nposedenvi 6 dexpe-
MUpoOBaHHvle CPOKU, NAMONOSULECKUX PEaKyUll HA HUX He
ovLn0. Ilepenecennvie 3abonesanus: yacmoie OCmpbule pec-
NUPAMOPHO-BUPYCHBIE UHPDEKYUU, OPOHXUMbL, NHEEMOHUSL.

Teneanocuueckuii anaiusz nokasas, 4mo y 0eoyuKu
npobanoa, 8HesanHo ymepuiezo 8 gospacme 50 niem, ume-
na mecmo cunoakmuaus kucmeu pyk. Ipu ananuze snexm-

VYanuuenne natepsana QT 100%
5 o YTy NPOU3BONLHBIM NPEPbIBAHUEM HA CPOKE 2eCmayuu
panuxapus, AB Gnokana °1 20 neoenv (cundaxmunuu y niooa He GblAGIEHO).
V) « o«
Topaxenue JKenynoukoBas TaXMapUTMHUs 1% | Ipu mpemveii u vemeepmoii 6epemennocmax vi-
CEPIEYHO- OTKpBITHIN apTepUaTIBHBIN MPOTOK 59% | asnen zamepuiuii n10O.
COCYUCTON Tuneprpoduyeckast kapaupomuonarus [ 50% b O”b*;‘g;) Znep goie 06C”e?)06am Kapouonozom
6 agzycme 8 C6A3U ¢ npedcmosyell onepayu-
CHCTCMBI OTpbITOE OBAIBHOE OKHO 29% a6y P vm pay
el pasoenenus 3-4 naivyes npagoi u 1eeoll Kuc-
0, o
Hegexrsr MIKII 18% | mew. Ha DKT ewisenena AB 6nokada II cmenenu
Terpana ®anno 6% 2:1. Onepayus Ovlia ycnewno 8bINOIHEHd, NOCie
AYTHYHbBIEC PacCTPOICTBA 80% | ueeo nayuenmxa 1,5 200a nabriooanacw xapouo-
Ay 60% | 0eomc ouaenozom AB 6nokada, emopuunoe yonu-
0
HeBposormdecke T 20 nenue unmepeana QT, noryuana Kypcot memadoonu-
paccTpoiicTBa MITOTOHM ° | weckou mepanuu. B okmsbpe 2007 2. y pebenra na
3anepiKKa TICHXUIECKOTO PasBUTHS 25% hoHe smoyUoHAIbHO20 CMpecca pa3eUloCh CUHKO-
DNuIenTHYeCKHe MPHITAIKH 21% | nanvroe cocmosanue npooonsxcumensrnocmoro 30-40
Bponxoseroumsic |[THEBMOHNH/GPOHXHTEI 479% | € conposoxcoasueecs moHUKO-KIOHUHECKUMU C)-
6 S oopozamiu, HenpoU360IbHLIM MOYEUCHYCKAHUEM.
3a0071€BaHUA Jlerounast runeprensus 21%
Jlesouka Ovina nanpasnena 6 omoenenue KiuHudec-
0, o o
5 l'unorkemMus 36% | koii u unmepsenyuonnoii apummonozuu MUHHUHIT
HJIOKpUHHBIC
apHyUIJ(g I'mnokaneuemus 33% | u X c yenvio viasnenus 2enesa CUHKONAILHO20
H HUS
TUIIOTHPEOHIH3M 894 COCMOAIHUA U PeulerUsi B0nPoca 00 UMNAAHMAayUU
asleKmpoxapouocmumynamopa. B kavecmee npuuiu-
CHHIAKTHINS 100% poxap % P P
Hbl CUHKONE NPEeONnONONCUNIY ACUCIONUIO HA (oHe
0,
OTcyTCcTBHE BOJIOC TIPH POKICHUU 100%| 4B 6rokaou.
MaeHbkue 3yObl 100% Ilpu nocmynienuu ommeueHo, 4umo pedeHoK
JInnesoit aucMophusm 53% | umeem pusuueckoe pazsumue nudice cpeonezo, 2ap-
Kaprosasie nonocta 500, | Monuunoe, pocm 88 cm (nuowce 3 nepyenmuis), eec
Jpyrue npuzHaku 11,5 xe (menee 3 nepyenmuns). Habnooanraco cun-
NmmyHOIM PeTUTHBIE COCTOSIHUS 43% .
oaxmunus 4-5 narvyes kucmet, 10kmesas Oeeua-
0 o
I'umorepmus 33% | yus mpemoux nanvyes xucmeii (puc. 1 - cm. na
CHUHYCHUTBI 290% | yeemmou exieiixe), cunoakmuius 3-4-5 nanvyes
Muonus 25% | cmon. DusuKanbhbll OCMOMP NOKA3AL, MO 2pa-
" " HUYbl cepoya He UsMeHenbl, MOoHbl 36yUnble, PUn-
[NoBBIeHHBIH PBOTHBIHN peduiec 31% ot cepoy o 36y pum-
muynvie, YCC 60 yo/mun, mMackull cucmonuyecKkull

wym Ha eepxyuike, A - 90/55 mm pm.cm., nynvc
Ha OeOpeHHbIX apmepusx CUMMEMPUUHDLLL, YO08Iemeopu-
METbHO20 HANOTHEHUS.

Koncynemayus eenemuxa noomeepouna nomMumo CuH-
OAKMUNUU HATUYUE MATBIX AHOMATU PA3GUMUSL: SNUKAHN,
UBMEHEHHbII PUCYHOK YUUHBIX PAKOSUH, MenKue 3y6bl. Om-
MeUeHO CHUdICeHUe YPOBHSA 2eMo2100uHa 8 Kposu 0o 101 2/
1, Konuuecmeo spumpoyumos cocmasuno 3,78x10%/n, Ht
32,5%, umo coomeemcmayem anemuu I cmenenu. Buoxu-
MuyecKue napamempul Kposu, 1eKmponunvl OYeHeHbl KaK
Hopmanvhvle. 110 pe3yrbmamam UMMyHOI02UHECKO20, BUl-
PYCONOSUUECKO20 UCCIeO08AHUSA NAMOTO2UU HE GbIABTEHO.

Ha cmanoapmmuou IKI nokos svipasxcennas pueuo-
Has Opaoukapous ¢ 4acmomou #enyO0ouKo8biX COKpauye-
nuti (PKC) 60-62 6 mun, AB brnokaoda Il cmenenu 2:1, yo-
aunenue unmepsana QT 0o 700 mc (QTc = 687 mc) (puc.
2), 6 opmocmase - cunycosas opaoukapous, YCC 70 yo/
mun, QT = 690mc, (QTc=615 mc); nepuoouuecku omme-
yanucy nepuodsl makpoaremeprayuu T 3y0ya.

Dxoxapouoepaghuueckoe ucciedosanue 8viA6UN0 He-
SHAYUMENTbHYI0 OUWIAMAYUI0 0DOUX HCETYOOUKO8 (KOHEUHbIl
ouacmonuyeckull ouamemp 1eo2o ienyoouka 35-36 mm
npu Hopme 00 34,6 mm), 1egozo npedcepous (24,2 mm npu
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umeem mMecmo CUHOAKMUIUS KUCmel u Cmon, npu-
SHAKU TUYEB020 OUCMOpPuU3MA.

Ilpu monumopunee mapkepos u axkmopos
PUCKA, UMEIOWUX HeOIa2oNpUAmMHOe RPO2HOCMUYec-
Koe 3nauenus y oonvHeix ¢ CYHUQT, nonyuenut cie-
oylowue npeouKmopsl pazgUmMus HCUIHEY2POACAIO-
WuUx cOCMoAHUU: CUHKONe, Opaouxapous, uHmep-
san QTc na OKI nokos, sHauumenvbHo npesviularo-
wutt 500 mc (QTc = 687 mc), yacmule 5nU300b1 MAK-
poanemepuayuu 3yoya T 3y6ya na K1 nokos u npu
xonmeposckom IKI' monumopuposanuu; omszo-
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W/ eHHbLLL N0 BHE3ANHOU CMEPMU CEMElHbIIL AHAMHE3.
Yuumuisas évicoxuii puck passumus 6ne3antou cep-
0eunoll cmepmu Npu NOBMOPHLIX CUHKONAIbHBLX
COCMOANULL HA (OoHe dCU3HEY2PONHCAIOWUX Hapyule-
HUll cepOeunoeo pummd, Oviia 86lpabomanda Mmak-
MUKA 1e4eHus ¢ Ha3HaieHuem aHmuapummuieckol
mepanuu memonpononom 8 0oze 0,5 me/xe 6 cymku
U umMnaIanmayuel dgMomMamuiecko2o Kapouogepme-
pa-deubpunnamopa (MK/J).

Hmnnanmayusa UK/ nposodunacs 8 yciosusx
PEHM2eHONepayuoHHOU ¢ UCNONb3068aAHUEM 0Dujell
anecmesuei. Yyumwieas manwiii eec (11,5 ke), 6016~
HOU ObLIA BLINOIHEHA UMNAAHMAYUA OBYXKAMEPHO-
20 UKJ/[ snuxapouansnvim 00CmMynom ¢ ucnoib3o-
8aHUEM NOOKONMCHOU woKogol cnupanu. Ilepsvim
OMANOM UMNIAHMUPOBANA NOOKOICHAS ULOKOBAS
cnupans. Om snueacmpusi 00 cpeoHeu yacmu me-
OUANbHO20 Kpdsl TONAMKU CHOPMUPOBAH MOHHENb 8
NOOKONCHO-JICUPOBOU Kiemyamke. B cpopmuposan-
HbLL MOHHENb 86E0CH DNIEKMPOO C UOKOBOU CRUpA-
aet0 6996 SO (Medtronic). Bmopeim smanom umn-
AAHMUPOBAHL DNUKAPOUATBHBIE NEeKMPOObl. Bul-
NOJHEeHA 4acmuyHas CMmepHOmoMuUs, 00UH NOJIOC
npeocepoHo20 OUNOIAPHOLO INUKAPOUATILHOZO TeK-

S

Puc 2. @pacmenm IKT noxos npu nocmynnenuu. Boipasricen-

Haa puzuonas opaoukapousn ¢ YCC rncenyooukoe 60-62 ¢
mun, AB onokaoa Il cmenenu 2:1, yonunenue unmepeana
QT 00 700 mc (QTc=687mc).

Hopme 22,9 MMm), mMpuKycnuoaibHylo HedOCmamoyHoCmy
1I cmenenu, npusHaxku 1e204HOU 2unepmensull (Paciemmoe
oaesnenue 8 npagom dHcenyoouKe COCMasuno 47 mm pm.cm.
npu Hopme 0o 30), eviAsIeHO y8enuyeHue CKOpocmu Kpo-
somoxa 8 cmeoine nezounol apmepuu (Via=1,83 m/c).
Ipu xonmeposckom IKI' monumopuposanuu 6 me-
yenuu 20 uacos 3ape2ucmpuposana 8ulpasxceHHas opaou-
Kapousi Ha gore nocmoauHou AB bnokaowl 2:1 6 OnesHoe
u HouHoe epemsa; muHumanvHas YKC 44 yo/mun. Yacmeie
2nu300b1 gbipaxcenHol anomepuayuu T 3yoya (puc. 3). Ipo-
Odonorcumenvrocms unmepeana QT na munumansrou YCC
(3a 10 cexyno) 42 yo/mun docmueana 828 mc (Qlc
699mc); na YCC 95 yo/mun QT = 450 mc (QTc = 546 mc).
Maxkcumanvhas nayza pumma 3a cuem AB bnoxaower 2 cme-
nenu cocmasuna 1500 mc. Umenu mecmo kpamrogpemen-
Hble SNU300bl CUHYCOB020 pUMMA ¢ nposedeHuem 1:1.
Taxum obpazom, npu obcredosanuu y pebenka OvLio
BbIABNIEHO YHUKAAbHOE cOYemanue KAUHUYEeCKUX U
INEKMPOKAPOUOCPAPUUECKUX NPOABGTEHUIL, XAPAKIMEPHBIX
ons cunopoma Tumomu: 8bipasicenHoe yOauHeHue uHmep-
sana QT, makpoaremepnayus 3yoya T, AB 6rokaoa 2:1;
CUHKONATIbHOE COCMOSAHUE C 2TIYDOKOU nomepetl CO3HANUA

mpooa CAPSURE EPI 4968 (Medtronic) ¢uxcupo-
8aH 6 0OIACU OCHOBAHUSA YWIKA NPABO2O npedcep-
Ousi, 6mopoil 8 obracmu gepxHell Yacmu npagozo
npedcepous. Oba nonoca s#eny0oyKo802o OUnoAp-
Hoeo snuxapouanrvroeo snekmpooa CAPSURE EPI 4968
(Medtronic) gpuxcuposanvl 8 Maiococyoucmou 30He Ha
nepeowetl cmenke npasoeo dxcenyoouxa. Ilopoe cmumyns-

r'l pohl ) mo:'am; accs ve; BB
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Puc. 3. @pazmenm x0n1mepoeckozo MOHUMOPUPOGAHUA
3KT npu nocmynnenuu. Ha gpone svipasxcennoii
cunycoeoii opaoukapouu ¢ YCC 78 6 mun, AB onoka-
ooii 2:1, pecucmpupyemcs evipasxcennoe yoiuHeHue
unmepeana QT, makpoansmepuayusa 3youa T (ykazana
cmpenxkamu).
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Puc. 4. Penmeenozpamma nocie umnianmavuu HKJ/I.
Oovacuenue 6 mexcme.

yuu no npeoceponomy kanany 0,7 B, amniumyoa P-eon-
uol - 4,0 B, umneoanc - 740 Om. Ilopoe cmumynayuu no
arcenyooukosomy kauany 0,8 B, awnaumyoa R-eonnel - 15,7
MB, umnedanc - 1550 Om. Chopmuposaruvl komnercamop-
Hble nem.iu 21eKmpo008 8 NONOCMU NEPUKApOd, 8 NOJOCHb
nepuxkapoa ycmanosien openasic. B nosce obeux npamuvix
Moty sHcusoma cgpopmupogaro noxce UKJ]. K snexmpo-
0am U WOKOBOU CRUPANU NOOKIIOYEH U UMNIAHMUPOBAH
6 1ooxce UKJ] VIRTUOSO DR D164AWG (Medtronic) (puc.
4). Yemanoenen pexcum cmumynayuu AAI < DDD c 6a-
30601 wacmomotu 60 umn/mun. Ilpogeden mecm Ha onpe-
delerue nopoea 0epuopuLIAYUY - NPOMOKOIOM CHIUMY-
aayuu «50 T'y» unoyyuposana ycmouyueas DK, kynu-
posana paspaoom HUKJ] 20J. Yemanosnena mouy-

Mus, 8 HouHoe epems eounuunble cokpaujenus om MUK/ 6
pedcume AAI ¢ 6azosoti yacmomoti 60 yo/muH, Makcumanb-
nas npoooaxcumensrnocmes unmepeana QT 6 pyunom pe-
arcume npu murumanvuor YCC 60 yo/mun cocmasuna 608
mc (QTe = 608 mc), na maxcumanvuor YCC 127 yo/mun
OT = 376 mc (QTc = 608 mc). 3apecucmpuposansl 08a
Kopomxkux snuzooda maxpoaremepnayuu T 3y0ya.

Cunapom TUMOTH SIBASETCS pEAKUM HACTIEACTBEHHBIM
3a0oJIeBaHNEM, PACTIPOCTPAHEHHOCTh KOTOPOTO B TIOTTYJIs-
WU He ycTaHoBleHa. CHHAPOM ObUT HACHTH()HUIINPOBAH B
1989 1. nokTopom Katherine W. Timothy n3 yauBepcutera
mrara FOrta, KoTopas BriepBble 0OpaTniia BHUIMaHUE Ha CO-
YeTaHUE PEAKHX KIMHWYCCKUX MPOSBICHUN (coueTaHWe
yamaenns QT ¢ cHHaaKkTImei) y CBOETO MannueHTa B BO3-
pacte 2,5 net. [lepBoe ommcanne CHHIAPOMA B CIICIIHAIIB-
HOM nuteparype Opiio crnemano B 1992 r [7]. C momeHTa
OTKPBITHS CHHIpOMa 3a00iIeBaHie OBUIO JHAarHOCTHPOBA-
HO y 22 nerett [5, 6, 7-11].

XapakTepHOit 0COOCHHOCTBIO CHHPOMA SBIISIETCS yC-
TOHYNBOE COYETAHHUE PEIKUX KIMHUICCKUX (DEHOMEHOB -
yummHenns naTepBana QT ¢ AB 6moxanoii 11 cTemenn u
cuHIaKkTHINN. Bee ot cnmmtoMer oOHapyxkuBatotes y 100%
OONBHBIX ¢ AaHHBIM CHHApPOMOM. HecMoTps Ha TO, 4TO B

Tabnuua 2.
Junamura nekmpokapouozpaguyueckux noxazamenei
Ha ¢hone anmuapummuyeckoii mepanuu 6
nocneonepayuoRHom nepuooe

Jlenb npuema meTonpoJiona
3 4 6 8 9
470 (4301490 [ 400 | 490
553533 558|529 581
831 90| 77 | 105( 85

Hcxon To

530
596

700
687
60
2:1

540
632

QT (mc)
QTc (mc)
UXKC

HOCMb NEP8020 U NOCLeOYIOWUX pa3pa0os 35 J, 30Ha
Odemexyuu pubpurrayuu sxcernyoouxos 300 mc. Ilpo-
dondcumensHocms onepayuu cocmasuna 220 mun.

Ha emopuie cymku Openasic uz norocmu nepu-
Kapoa yoanen. Teuenue nocieonepayuonio2o nepuo-
da 6e3 ocobennocmeii. Ha desamvie cymxu cHamol
webl. Yepes mpu neoenu 6bINOIHEHA NPOGEPKA CUC-
membl UKJ[: snuz0008 maxuapummuii He 3agpuxcu-
posano, pexcum AAIl < DDD, 6azoeas uacmoma 60
umn/mun, AB-3a0eporcka 130-150 mc, conpomusnenue
npedceponoeo anekmpooa 576 Om, conpomugnenue
arceny0ouxo6oco snekmpooa 720 Om, conpomusneHue
wokosotl cnupanu 36 Om, P-eorna 4,1 mB, R-eonna
6,7 MB, nopoe cmumynayuu no npedcepoHomy u sice-
Jnyoouxosomy Kaumary cocmasun 1,0 B.

Ha ¢hone anmuapummuueckoii mepanuu ysice
Ha emopule cymku Ovll docmueiym mepanesmuiec-
Kutl a¢hgpexm 6 gude ymeHvuleHus NPoOOHCUMENb-
nocmu unmepsana QT u QTc na OKI (mabn. 2, puc.
5), ucuesnogenus nepuooos aremepuayuu T 3y6ya.
Ha ¢one npuema 6ema-6rnoxkamopa yposenv 2itoKo-

EEe

3bl 8 KPOBU OCMABANCS 8 NPEOENAX HOPMUL.

Ilpu 23-x uacosom xonmeposckom IKI" monu-
MOpUPOBaHUU HA (POHe AHMUAPUMMUYECKOU mepa-
nuYU pecucmpupyemcs YMepeHHdas CUHYCO8As apum-

Puc.

5. ®pazmenm IKT nokos, zpyonsie omeedenus.

Cunycosotit pumm ¢ YCC 105 yo/mun. QT = 400 mc, QTc =
529 mc.
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JUTEPATypPE OTICAHO TOIBKO 22 cirydasi CHHApoMa TuMoTH,
B HACTOSIIIEE BPEMS ITPEICTABIISIETCS] BO3MOKHBIM CYIAHUTH O
BapHaOeIIbHOCTH JIPYTHX, MEHEE YCTONUINBBIX KITMHUIECKIX
TIPOSIBIICHUH, TAKNX KaK BPOXKICHHBIE IOPOKU cepara (0T-
KPBITOE OBAJTBHOE OKHO, OTKPBITBIN apTepHaIbHBIN ITPOTOK,
tetpaga Pamno, TePeKTh MENOKETYI0IKOBON TTEPEropoI-
KN), KapZMOMHONIATHH, HEBPOJIOTHUECKIE HAPYIIIEHUSI, UM-
MYHOAE(DHUIUTHBIE COCTOSIHUS U KaK CIEACTBUE 9acTO pa3-
BUBAIOIINECS OPOHXOJIETOUHbIE 3a00JICBAHMSL, JISTOYHAS TH-
MIEPTEH3M, YHIOKPUHHBIE TUCPYHKINH (Tadm. 1). [Tpruan-
HOM CMEPTH CITyXKart XKeyT04YKOBbIE apUTMUI, HEPENIKO pa3-
BUBAOIINXCS HA (POHE MH(MEKIHI 1 THITOTIIMKEMHH, a CPEa-
HUI BO3pacT CMEPTH TIPH TOH MaTOIOTHH OKOJIO 2,5 JieT.

Mark Keating ¢ rpymmoit xomer u3 ['apBapackoro
yHHEBepcuTeTa B okTs10pe 2004 romga obHapyxmny 15 marm-
EHTOB C KJIMHUYECKN JUAarHOCTHPOBAHHBIM CHHIPOMOM
TuMOTH ayTOCOMHO-JOMMHAHTHYI0 MyTanuio de novo
G406R B rere B CACNAI1C, xogupytomiem CaV1.2 L Tam
CepICYHBIX KAJIBIINEBBIX KaHAIOB [6]. B ocTanmsHBIX n3BECT-
HBIX CITy4Jasx CHHIpoMa THMOTH JHarH03 OCHOBBIBAJICS Ha
KIIMHUKO-JIEKTPOKApANOTpaMuECKIX TaHHBIX. bbutn yc-
TAHOBJICHBI /IBA MOJICKYJISIPHO-TCHETHYECKUX BapHAHTa CHH-
npoMa THMOTH, OMH W3 KOTOPBIX OOYCIIOBIIEH MHCCEHC
myTarmeit G406R B ax30ne 8a rena CACNA1C u omucan
Kak Kiraccraeckuii Tar (13 cirydaeB), 1 HETHITHIHEIA BapH-
aHT (2 cimyd4ast), BRI3BaHHBIN OTHOM WMITH ABYMSI MY TaIHSIMH
G406R n G402S B 8 sK30HE 3TOTO XK€ TeHa (M30dopMma).
[Tpn HETHIMYHOM BapHaHTE OTMEYEHO 00JIee BEIPAKEHHOE
yumHenne naTepBaia QT ¢ Gombiieil 9acTOTOH BEBISBIIC-
HUSI JKEITY/IOYKOBBIX apUTMHUH MM MO3anIM3M. Y POANTE-
JIel mpoOaHI0B ¢ CHHAPOMOM THMOTH 3a00JIeBaHHE HE OBIITO
MOATBEPIKACHO, OJTHAKO B PSIJIE CIydaeB MPHUCYTCTBOBAJ
CBOMCTBEHHBIHN TaKKe POJCTBEHHUKAM IIPOOAHIOB C CHH]I-
pomoM AHTepceHa-TaBmiia Mo3annu3M. Pruck ans cubcoB
po6aHoB MpH cCHHIpOMe THUMOTH OBLT pacIieHEeH KaK MH-
HUMAJIbHBIN, HO CHOCOB OTHOCST K IPYIIIE PUCKA 110 BO3-
HukHoBeHUIO MyTarmii B reHe CACNAILC [5].

Jledenne cuHIpOMa 3aKITIOYaeTCs B HA3HAUCHUH OeTa-
OIIOKaTOPOB ¢ TeNbI0 cTabmm3amy nHTepBanta QT u mpe-
JIyTIPEXKJICHUS KEITyJOIKOBBIX apUTMHUH, UMIITIAHTAINN
ANEKTPOKAPIIOCTUMYIIATOPA TSt KOHTpOoIst AB Groxaser 2: 1
1 CBS3aHHOM C HEell OpanKapIuy ¥ IMIUTaHTAIIMH KapIro-
BepTepa-1euOPHIIIATOPA C TIENBI0 MPEIYTIPEKICHUS BHE-
3aIHOM cepIedHoi cMepTH OompHOT0. Kimamdeckoe HaOmo-
JIEHUE TIOMUMO KOHTPOJII (PaKTOPOB pHCKa 00S3aTEIBEHO
BKJIFOYa€T MOHUTOPHHT YPOBHSI ITTIOKO3BI B KPOBH, TaK KaK
6eTa-6110KaTOPBI MOTYT MAaCKHPOBATh IMITOTTTMKEMUYIECKHE
coctostaus [10].

OnucaHHBIA HAMH CIy4ai SBISACTCS KIACCHYCCKUM
BapHaHTOM cHHApoMa TUMOTH. Y NIEBOYKH OTMEUYCHEI 00a
MIPU3HAKA, SBISIOMUXCS HEOOXOIMMBIMH IS TIOCTAHOBKH
nuartosa - Beipakeanoe yamuHenne QT na DKI B couera-
HUH ¢ cuHAakTHanel. Cpean Ipyrux IpU3HAKOB OBbIITH BbI-
SIBIICHBI MEJIKHE 3yObl, KOTOpBIE Takske BeTpedatores B 100%
CJTyJaeB M HEKOTOPBIE IpyTHE MPU3HAKHI JIUIIEBOTO AN3MOP-
¢u3ma; AB Omokana 2:1, nmeroriast mecto B 94% ciydasx,
MIPU3HAKH JIETOYHOH THIIEPTEH3HH, BCcTpedatommecs y 21%
mopaskeHHBIX. [0 2-X eTHero Bo3pacTa y O0IBHOM OTCYT-
CTBOBAJI POCT BOJIOC Ha TOJIOBE, YTO Takxke orucano y 100%
OONBHBIX. XapaKTEePHOU SIBISETCS Takke MaHU(eECTans
CHHKOIIE B paHHEM Bo3pacte. [Ipuctym mporekan ¢ cyno-
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POXXHBIM KOMITOHEHTOM H HEIIPON3BOIBHBIM MOUCHCITYCKa-
HHUEM, 9TO CBHJICTEIILCTBYET O IIIyOOKOH ITOTEpe CO3HAHMS.
YuuTeiBass UMEIOIIMECS AaHHbIE O PaHHEW CMEPTHOCTHU
OOJBHBIX, C BBICOKOH BEPOSTHOCTHIO MOYKHO TTPEATIONOXKHUTB,
YTO PUCK BHE3AIHOM CEPJIEYHON CMEPTH BO BPEMs STOTO
CHHKOMNAJIBHOTO 3MH30/1a OBUI YK€ OYE€Hb BBICOK.

K knmHAIYECKIM 0COOCHHOCTSIM JAHHOTO CITydast clie-
JIyeT OTHECTH OTCYTCTBHE TOPOKOB CEP/IIIA, KOTOPHIE BBISIB-
mstrorest y 70% OGONBHBIX, M OTCYTCTBHE TAHHBIX 3a IIOpaske-
HUE [IEHTPAIbHOI HEPBHOM CHCTEMBI B BUIE ay THYHBIX Pac-
CTpoOHCTB, HaOmogaeMbIx y 80% OONBHBIX ¢ CHHIPOMOM
Tumotn. Cpemu cepAedHBIX ePEKTOB HAaOO0Iee JacTo NMe-
IOT MECTO OTKPBITBIM apTepHalbHBI IPOTOK, OTKPHITOE
OBaJIbHOE OKHO, TeTpana damo, runeprpoduueckas Kap-
JroMuonaTys. B HacTosmiee BpeMst HeT yOeUTeIbHBIX JaH-
HBIX 00 accomuanuy TeX WM HHBIX CHMITOMOB,
COITyTCTBYIOIINX OCHOBHBIM IPOSBICHUSAM CHHIPOMA, C
MMPOTHO30M. Y Hamre#l OOJBFHOW HE BBISIBICHO 3a/ICPIKKH
YMCTBEHHOTO Pa3BHUTHsI, IMMYHOAE(UIINTA W TUIOTIINKE-
MHH. YUYUTHIBasl BBICOKUH PHUCK TMOSIBICHHS 3THUX pac-
CTPOMCTB, AEBOUKY CJIE/TyeT HAOIIOAAaTh Y CIICIIHAICTOB.

V manueHTKH UMEI0T MECTO XapaKTEPHBIE 3IEKTPO-
KapauorpaduuecKie MpOosIBICHUS] CHHAPOMA B BHJE IKCT-
pemansHO yamuHenHoro nHTepBana QT n AB 6mokas 2:1,
KOTOpasl HE SIBIISIETCS CIIEACTBUEM HapylieHuss AB mpose-
JICHUS, @ Pa3BUBACTCS BTOPHYHO K BBIPAKCHHON 3a/IEPHKKE
KETYJJOUKOBOH PEMONISPHU3AIINH 1, COOTBETCTBEHHO, 33JIep-
JKaHHOU pepaKTepHOCTH MHOKAP/Ia )KEITYIOUKOB. DTO IO~
TBEPIKIAaeTCs ncue3HoBeHHneM AB Omokams! ipu cokpare-
auu naTepBaia QT. MaTepecen Takke GpakT COXpaHECHHOM
4acTOTHOU 3aBHcHMOCTH HHTepBana QT, KoTophIif ykopa-
YMBACTCS TPH yUJaIIeHUH CHHYCOBOTO PUTMA. DTa 3aBHCH-
MOCTh MEHEEe BEIpakeHa TpH HaBs3bBaHMH puTMa DKC,
YeM IPH CIIOHTAaHHOM €T0 y4JarieHnn. Bee 3tn ocobeHnocC-
TH OTIMYAIOT CHHJIPOM THMOTH OT APYTHX BapHaHTOB
CYUQT. Kpome TOT0, ¥ I€BOYKH MMENIa MECTO BHIPAKEH-
Has beat-to-beat MakpoasTepHamys 3yoma T, koTopas Tak-
ke xapaktepHa 1t 3 Bapuanta CYUQT [12].

JuarHocTuky cunapoma TUMOTH B HallleM cllydae
CIIETTyeT CUNTATh IMO3HEH, TaK Kak 3a00JIeBaHNE MOXKET ObITh
BBISIBIICHO Cpasy MOCIIE POXKICHNS HAa OCHOBAHWH JaHHBIX
OKT u Hanmuuns cHHAaKTIIMH. Hapyinenne putma T0mK-
HO OBITh TMaTHOCTHPOBAHO €IIle BHYTPUYTPOOHO HAa OCHO-
BaHUM BBIpakeHHOU Opanmkapamu mrona ¢ YCC 70-80 B
muH BMecTO 130-160 B My 1 AB Omokans! 2:1. B macros-
1iee BpeMsl eIlie He TTOTyYCHBI JaHHBIC MOJIEKYIIIPHO-TEHE-
THYecKoro o0cienoBanms pedbeHka (B pabore), OIHAKO OT-
YETIIMBBIC KIIMHUYECKUE MPOSBICHHS MO3BOJISIIOT HaM, TaK
e KaK W B JIPYTHX, N3BECTHBIX B MHUPE HETIOATBEPK/ICH-
HBIX TCHETUYECKH CITyJasX CHHApoMa THMOTH, TMarHOCTH-
poBaTh naHHYIO matosoruio. OcoOEHHOCTHIO HAIIETO CITY-
yas sSBIIETCS 00HAPYKEHNE B CEMbE BHE3AITHOW CMEPTH Y
Jie]ia TI0 JIMHUH OTIIa, y KOTOPOTO TaKKe MMEa MECTO CHH-
JakTums. Jlo HAaCcTOSIIETO BPEMEHH MOBTOPHBIX CITydacB
cuHApoMa THMOTH B APYTHX MOKOJICHUSX B CEMbSAX 0OJb-
HBIX C JIaHHOM marojorueil He onucaHo. JJocToBepHO Cy-
muTh 00 ymmHeHnn uHTepBana QT (a, ciemoBarenbHO, O
JIMarHo3€) y /ie/la He MPEICTABISAETCSI BO3MOKHBIM, TaK KaK
OKT ne coxpanmiack. OgHAKO TO MEPBEI ciTydail o0Ha-
PY’KEHHS eIIe OHOTO YJIeHA CEMBH U3 JIPYTOTO TIOKOJICHUS,
YMEPIIIEro BHE3AITHO ¥ MMEIOIIET0 CHHAAKTHIINIO. bonbioe
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YHCIIO CAaMOITPOU3BOIILHO TPEPBAHHBIX, B TOM YHCIIE HEpa3-
BHBAIOIINXCSA OEPEMEHHOCTEH y MaTepH, TaKKe HE MO3BO-
JSIET UCKITIOUUTDH BO3MOKHOCTD POXK/ICHNUS B TAHHON CEMbe
JIpyTux OONBHBIX C TEHETHYECKOW maTosorueil. B nmurepa-
TYpe OMHCaHA OJ{HA CEMbsI C IBYMS AETbMH C CHHJIPOMOM
TumMoTH, B KOTOPOH y MaTepy, HE UMEIOIIEH KITMHUKH CUH-
JpoMa, OBLT BBISBIICH MO3aHWIIN3M [6].

Haznauenwne 6era-6mokatopa B 1o3e 0,5 MI/KT mo3BO-
JMII0 HECKOJIBKO CTAOMIM3UPOBATH MPOSIBICHUS JIEKTPH-
YeCKO HeCTAaOMIPHOCTH. YBEIHUCHHE T03BI MOTJIO TeOope-
THYECKHU COTIPOBOXKIATHCS YPEKEHHUEM CHHYCOBOTO PUTMa
1, COOTBETCTBEHHO, HAPACTAHNUEM TPOIOTKUTEIIBHOCTH HH-
tepBana QT. B aToM cirydae BHOBB JODKHA ObIIa OBI KOM-
TIeHCATOpHO pa3BUTHCI AB Omokana 2:1. Y Hamero pebeH-
Ka B IMIUIAHTUPOBAHHOM aHTHAPHUTMHUYECKOM YCTPOHCTBE
TIPUCYTCTBYET (PyHKIUS KapANOCTUMYIISTOPA, KOTOpast mpe-
IyTIpeKIaeT Pa3BUTHE BBIPAKCHHOW Opamukapand. DTo
MIO3BOJISICT HA3HAYATh AJICKBATHBIC J103bI aHTHAPUTMHUUEC-
Koro mpemapara. B To xe Bpems, amanramus QT x UCC
TIPY HaBS3aHHOM IIPEACEPAHOM PUTME, BO3MOKHO, Oyaer
MeHEee BBIPaXKEHa.

Takue aHTHApPUTMUYECKHE MTPEnaparsl Kak MEKCHIIe-
THH 1 OJIOKAaTOPBI KAIBIUEBBIX KAHAIOB NCCIETYIOTCS KaK
MOTCHINAIBEHO Y(Q(EKTUBHBIE B IJIAHE TPETYTPEKICHNS
JKEJTYJIOUKOBBIX apUTMHI 1 BoccTaHOBIeHUsI AB nipoBene-
HUSI, OTHAKO PE3YNIBTAThl UX KIMHUYIECKOTO MPUMEHCHHUS
00Cy»X/TaJrch B eAMHUYHBIX HccinenoBanmsx [11].

TakTrka BeIOOpa Metona nmrmiantarmu MK/ y nereit
paHHETO BO3pacTta paszpadarsiBacTcsi. HekoTopbie aBTOpHI
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npeyiaraloT umiianTuposarb cucreMbsl MK/ nersim ¢ Be-
com Oomee 40 KT SHIOKAPIUATBHBIM JOCTYIIOM, a JIETSM C
BecoM MeHee 40 Kr smmkapauaidbHeM [13]. MiMrumanTarms
SMUKapIMATIbHBIM JOCTYIIOM BO3MOYKHA C HCIIOIIB30BAHUEM
SIHUKAPIHATHHON TIACTHHEI [ 14] MITH TOIKOKHOM IIIOKOBOH
crmpau [15]. TIpenmoxkeHa Taxoke TaKTHKA UCTIONB30BAHMS
B TaKUX CITy4asX OOBIMHOTO MIOKOBOTO SHIOKAPAHATIEHOTO
AMEKTPO/Ia C PACTIONOKEHNEM €T0 B TIOJIOCTH Iieprkapa [ 16].
Ilo Hamemy MHEHHMIO, y JI€TeH paHHEro BO3pacTa Mpeanoy-
THUTEITBHO NPHIMEHEHNE STTNKAPHATBHBIX JIEKTPOJIOB C TIO/I-
KOYKHOMH IIOKOBOM CIUPAJIBIO, TAK KAK UIMIUIAHTALIMS SITHKAp-
JIMATbHOM ITaCTUHBI COTIPSKEHA C BBICOKMM PHCKOM Pa3BH-
THS PECTPUKTUBHOHN KapIHOMHOTIATHH.

JlaHHBIH ciy4ail sIBIsIETCS EPBBIM ONMCAHUEM CHH-
npoma Tumotn B Poccun u 23 onmcanmem B mupe. [Ipo-
aHATM3UPOBAHA CHEIM(PUKA KINHUICCKUAX U AIEKTPoPH-
3HOJIOTHIECKIX MPOSIBICHIHA CHHAPOMA y HaIlleH OOIBHOIA.
TakTuka gedeHns OblJla OCHOBaHA Ha CYIIECTBYIOMINX Pe-
KOMEH/IAIHSIX C YI€TOM HHANBHIYaTbHBIX 0COOCHHOCTEH
MAIMEHTKN - TaKUX KaK BO3pacT, 0a30BbIC MOKA3aTENN
pHUTMa, alaNTallnOHHBIC MEKTPOPHU3HOIOTHIECKHIE MEXa-
HU3MEL. Y4uThIBas Beicokuii puck BCC, neBouka HyXIa-
eTcsl B IOCTOSTHHOM HaOJII0IEHUH, BKJIFOYAIOIIIEM MOHHUTO-
PHUHT KapAHaabHBIX MapKepOB PUCKA, a TAKIKE COCTOSHHSA
HC, nMMyHHO# CHCTEMBI W YPOBHS caxapa B KPOBH.
Heobxommumo MoneKyIsipHO-TeHeTHIecKoe 00cIeTI0BaHIe
BCEX JOCTYIHBIX YJICHOB CEMBbH U OTPE/ICICHNE ICHETH-
YECKOTO PUCKa MPH TUIAHUPOBAHUH TOCIEIYIONINX Oepe-
MEHHOCTEH B JaHHON CEMBbE.
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