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YkopoueHHbIli uHTepBan PQ B puddepeHumanbHon anarHoctuke 6onesHn AugepcoHa-dadpum
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B paHHOM cTaTbe Mbl NPEACTaBASEM KIMHWUYECKWIA Cly4ait NAUMEHTKMN C NO3AHEN
[IMarHocTvKoi 6one3Hn Pabpu, BbI3BAHHOW NAaTOrE€HHbIM BApUAHTOM HYK/IEOo-
TUAHOWM nocnepoBaTtesbHOCTW B reHe GLA (c.1287_1288dup), koTopoit HeoaHo-
KpaTHO MPOBOAWIMNCH MOMbITKA UHTEPBEHLIMOHHOTO NeveHns cuiapoma Bonbda-
MapknHCOHa-YaiTa BBUAY HanM4Ms y Hee xapakTepHow anekTpokapavorpaduye-
CKOW KapTWHbI NPeaBo30YXAEHUS XenyAo4KOB U NapOKCU3MabHbIX HapyLIeHU
putma cepaua.

Mpennaraemble NAaTOrHOMOHWYHbIE NPU3HaKK 3a60neBaHKst NO3BONAT 06ecneyunTb
CBOEBPEMEHHYIO MOCTAHOBKY AMarHo3a U HasHayeHre Cneumdryeckoro NeveHns.

KnioueBble cnoBa: 6one3Hb ®abpu, runeptpoduyeckas kapamoMuonatus,
npenBo3byxaeHne Xenyno4ykoB, YKOPOUeHHbI uHTepean PQ, napokcuamanbHble
apuUTMnK.
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Shortened PQ interval in the differential diagnosis of Anderson-Fabry disease: a case report

Zlobina P.D.", Kalemberg A.A.2, Myasnikov R.P., Kharlap M. S.", Kulikova O.V.", Mershina E.A.3, Tarasov A.V.!, Davtyan K. V.’

In this article, we present a case of a patient with a late diagnosis of Fabry disease
caused by a pathogenic variant in the GLA gene (p.1287_1288dup), who repeatedly
attempted interventional treatment of Wolff-Parkinson-White Syndrome due
to characteristic electrocardiographic pattern of ventricular preexcitation and
paroxysmal arrhythmias.

The proposed pathognomonic signs of the disease will ensure timely diagnosis and
the appointment of specific treatment.
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CHCTEMHOM aMuiIonao3e (IpeuMyliecTBeHHO AL-Ture)
OTMEYaeTCsl 3aMeJIeHe MIPOBEACHNUSI B BUIE aTPUOBEH-
TpuKyasapHoit (AB) 6mokaner 1-3 crerrenu [1], a mpu 60-
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Puc. 1. 3KI" B auHammke ¢ 2005r no 2020r: oTMevaeTcs nporpeccrpoBaHmne ykopoueHus nitepeana PQ ot 120 mc no 80-100 mc.

ne3usx @aopu (b®D), Nanona wim [lomme yckopeHue
npoBeaeHus 1o AB-coenrHeHUI0.

Dtronorusi ykopoueHust nHrepsaga PQ Ha moBepx-
HOCTHOU anekTpokapauorpamme (DKI') wame paccma-
TpuBaercs B pokyce cuHapomoB Bonbda-ITapkuHcona-
Vatira (BITY) u Knepka-Jlesu-Kpucrecko.

B ocHoBe cunapoma BITY nexut Haauuue mOIOJ-
HUTEJbHOTO aHOMAaJIbHOTO TYTU TPOBENECHUS 3JeK-
TPUUYECKOTO MMITYJIbCA OT TPEACEPANIl K XKETyITouKaMm.
B Takom ciydae GpoOHT BO3OYXAEHWST OMHOBPEMEH-
HO TIPOBOAMTCS HA XEMYTOUYKW ABYMS MYTSIMU: depe3
AB-coemmuenue/cucremy Iuca-IlypkuHbe u IO myd-
ky KeHTa, mpuueM OH MOXET UMETh pPa3HbIE 3IEKTPO-
¢usmonornyeckue CBOMCTBa, omMyaluecs or AB-
COEMMHEHUSI.

Yarmre mydok KeHTa He nMeeT IeKpeMEHTHBIX CBOICTB,
B CBSI3M C YeM TIPOBOMIUT SNIEKTPUIECKIE UMITYIILChI TOpa3-
1o ObicTpee, yeM AB-coennHeHUe, CIeI0BaTENIbHO, BO3-
OyXneHue KeJlynoukoB Tipu cuHapome BITY HaumHaetcs
TIOYTH Cpasy MOCIe AETIONSIPU3AIINY TTPEACEPANIA, 9TO TIPU-
BOIUT K yKopoueHuto nHTepBaia PQ (<0,12 c) u moseie-
HUIO XapaKTEPHOW NeIbTa-BOJHBI BO30OYXIEHUS 3a CUET
pacrnpocTpaHeHUST HETUTTUYHBIM ITyTEM.

Taxoit Habop DKI-mpu3HakoB HEe HECeT TPYIHOCTEH
TPU TIOCTAHOBKE IMArHO3a M TO3BOJISIET OBICTPO OIpe-
JIEIUTHCSI C TAKTUKOW BeaeHMs manreHToB. OmHako xa-
pakTtepHble n3MeHeHus Ha OKI mist ;anHoro cuHmpoma
MOTYT MUMUKPUPOBATH IO, Oosie3Hu HakoruieHus:: bOD,
Hanona wnu I[lomme [2], a Takke HEKOTOpPbIE MUOIM-
crpocduu [3], 4TO MOXET IPUBECTU K JIOKHOMY MHTEP-

NIPECTUPOBAHUIO KIMHNYCCKUX JaHHBbIX, HCHpaBHJIbHOﬁ
IIOCTAaHOBKE TMArHo3a M B HEKOTOPBIX CIIydyasiX Ha3Hauc-
HUIO Heueﬂecooﬁpa3H0r0 JICUCHUA.

KnuHnyecknin cnyyan

IManuenTtka 67 yeT ¢ xkajgo6aMy Ha OABIIIKY IIPH ObI-
TOBOU (pu3mueckoit Harpy3Ke M MPUCTYITH YIAIEHHOTO
HEPUTMUYHOTO CepAIlcOMeHNs JINTETbHOCTHIO OT He-
CKOJIBKMX 9aCcOB O CYTOK, COTPOBOXIABIIIHMECS OOIINM
JIUCKOM(bOPTOM, CIIabOCThIO, ObIIa TOCTTUTATU3NPOBAHA
B kimHUKyY “HMMUWL TTIM” Munsnpasa Poccun.

C Mosomoro Bo3pacra nmpu 00CienoOBaHUN ObUTA BbI-
SIBJIEHBI KPUTEPUU TUTIEPTPOGMUN MUOKApHa JIEBOTO Ke-
nynouka (JIXK) (1o mpenocTaBieHHBIM TaHHBIM — TOJI-
IHA MEXCKETynouKoBoii nieperopoaku (M2KIT) 1,5 cm,
TonmmHa 3agHeit ctenku JIXK 1,3 cm) mipu oTcyTcTBUM
BBICOKUX MDD apTePUATTBHOTO TABJICHUS.

Briepsrie B 52 roma Ha OKI 3adukcrpoBaHo ykopo-
yeHre nHTepBasa PQ mo 100-120 mc u A-BomHa. C TO-
TO X€ BPEMEHM TAIMEHTKA CTajla OTMeYaTh MPUCTYIIbI
cepaleOreHust, KOTOpbie ObLTM Bepu(PUIIMPOBAHBI Ha
OKIT kak ¢ubpwusaius npenacepauii (OI1) u Tpenera-
HUE TIPEICEPIUNA.

B 2014r 6puTa BHITTONTHEHA pamrodacTOTHAsT abIamus
KaBOTPUKYCTIUAATBHOTO TIepelieiika 6e3 CylecTBeHHOTO
kmHrYeckoro 3ddekra. Jlamee B 2017r Obuta IpOBee-
Ha U30JISIINST YCThEB JIETOYHBIX BEH U TIOTIBITKA TECTPYK-
IIMA BEPOSITHOTO MOTOJHUTEIHHOTO TPENCcepIHO-XKe-
nmynoukoBoro coenuHeHust (JAT12KC), koropas He mpu-
Bena K ycrpaHeHuto aputmuu. [IpencraBimeHnsie KT

172



KITMHNYECKWE CNYHAN

Puc. 2. dHpo-3dWN. Ctumynauus npasoro npeacepams ¢ AL, 500 mc. AH nntepsan 80 mc, HV uHtepsan 26 mc. T. BeHkebaxa coctasuna 190 ya./MyH C coxpaHeHnem

MOpCt)OJ'IOI'I/IVI npesk3nTaummn BO BCEX NHTepBanax CTUMynsauuun.

Puc. 3. 3H10-3dW. Yactas ctumynaums 13 yctbst KopoHapHoro cuHyca ¢ AL, 320 mc. CoxpaHeHnue cTabunsHoit mopdonorin QRS Ha hoHe CUHYCOBOrO puTMa 1 CTUMY-

nauumn 6e3 deHomera “Concertina”.

MpumeyaHme: KpacHLIM BblAeNeH TanoHHbIN komnnekc. Han scemu QRS yka3aHo % coBnazieHne ¢ 3TanoHHbIM KOMMEKCoM. LiBeTHoe n3obpaxenune fOCTYNHO B 3nek-

TPOHHOM Bepcum XypHana.

3a 2005-2017rr (puc. 1) moaTBepKIaad TOJBKO HAJTIINE
taxucucroamdeckoir ®I1 (2014-20171r) n Hecrenuu-
yeckoe pacmmpenre QRS mo Ty mpesk3uTauuy Kak
Ha CUHYCOBOM PUTME, TaK U BO BpeMs ITapokcu3mMoB. Ha
MPOTSIKEHNM BCETO ITEpHOona HAOIIONEHUS MMallueHTKI
BpadyaMy TMPEIITPUHUMAINCH ITONBITKY Ha3HAYEHUs aH-

TUAPUTMUYECKON Teparuu pa3InyHbBIMUA KJIacCaMU IIpe-
mapatoB (IC mwm III ki1acc, 6eTta-ampeHOOI0KATOPHEI),
KOTOpbIE HE MMEJIN KIIMHUYEeCKOro 3G deKTa.

YuuteiBag coxpaHgmonnecd xanoosl, B 2020r npu-
HSITO pelleHUEe O IMPOBEAEHUM ITOBTOPHOTO 3HIOKAp-
IWATBHOTO 3JIEKTPO(MU3UOIOTNISCKOTO MCCICHOBAHMS
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Puc. 4. (A-B) MarHutHo-pe3oHaHCHas Tomorpadus cepaua B kKnHo-pexume, SSFP-nocnenoBatenbHOCTb.

Mpumeuanune: A — fnHHAs 0Cb 2-kamepHas npoekums, B — anmHHas ocb 4-kamepHas npoekuysi, B — kopoTkast 0Cb Ha YPOBHE BEPXYLLEYHbIX CErMEHTOB. Kamepsbl
cepaua He pacluMpeHs! (MHAEKCUPOBAHHBINA KOHEYHO-AMACTONMYECKMii 06bem JIK — 61 mn/m2 (mpu HopmMe [0 92 mn/M?), dpakums BbiGpoca JIK 85%. * — runepTpodm-
poBaHHble 10 15-20 MM NeperopoAoyHLIe CErMeHThI; MUOKapA, nepeaHeli, 60KOBOW 1 HUXHel cTeHok JIK He yTonuieH. MHaekcupoBaHHas macca muokapaa JIK He yBe-
nudeHa, cocTasnset 81 r/m? (mpu Hopme 0 95 r/m2). (F-E) — 0TCpoYeHHOe KOHTPacTMpOBaHme, IR-NocnenoBaTenbHOCTL C NOAABNEHNEM CHUMHANA OT MMOKapAa. Y4acTku

OTCPOYEHHOr0 KOHTPACTMPOBAHWS MMOKapaa OTCYTCTBYIOT.
CokpaweHue: JDK — neBbiii xenymoyek.

(aHm0-D®MN), KateTepHoi nectpykumu AITKC (B ciy-
Yae ero BBISIBJICHUS) U U3OJISILINU YCTHEB JISTOUHBIX BEH;
MareHTKa TrocIuTanu3upoBaHa B crauyuoHap PI'bY
“HMMUI TIIM” Mun3snpasa Poccun.

ITo maHHBEIM 3X0Kapamorpadum BBISIBICHO YMEPCH-
HOE YBEIMYEHUE MOJIOCTU JIeBOTo mpencepaust (41 M,
06beM 90 M), HE3HAYUTEIILHOE YBEIUUCHHE MTOJIOCTU
mpaBoro mpencepaus (45x57 MM, 00bEM 75 M), BBI-
paxeHHast rumneptpodusa muokapma JIXK (TommmHa
3agHeit crenku JIXK 16 mMm), S-o6pa3Has medopMarius
MZKIT 6e3 obcTpykumu BeixogHoTo TpakTa JIZK (B cpen-
Hell TpeTtH 15 MM, B BEIHOCSIIIIEM TpakTe 20 MM), YBeH-
yeHne nmHIeKca Macchl Muokapaa JIZK mo 150 r/Mz. Ilo
pe3yibTaTaM CyTOYHOro MoHHuTOopupoBaHus DKI 1o
XoaTepy B TeUYeHME CYTOK PETHCTPHPOBAJICSI CHHYCO-
BBIII pUTM, TIEPCUCTECHIIMS KPUTEPUEB IIPEABO30YKIE-
HUS XeJTyIo9IKoB (YKopodeHUe nHTepBaia PQ merHee 90
MC), JacTasl HaIXeTymodKoBas SKTOMMYEeCKash aKTHB-
HOCTb — 23966.

B mensax puddepeHINaIbHON THATHOCTUKN YKOPO-
yeHHOro nHTepBaia PQ mposemeHo sHI0-DPU (puc. 2,
3): 6azoBeie nHTepBaILl: AH 110 Mmc 1 HV 10 mc.

I[Ipm perporpamgHoOif CTUMYISIIMU TIpOBeAcHUE
Ha IIpeacepausl OCYIIEeCTBISLUIOCH MO cucteme Iwmca-
IMypkunbe. [1pu aHnTerpamHoii MporpaMMUpyeMoit CTH-
MYJISIIMA TIpeacepanii OTMEUEHO IIPOTpPEeCcCUpYIoIce
yBenmueHne nHTepBaia AH n huKcupoBaHHBIM WMHTEP-

BajoM HV (10 Mc) ¢ coxpaHeHUEM IIpedK3UTAIINN Ke-
JIyIOYKOB 0e3 M3MEHEHMSI e¢ MOp(OJIOTHI Ha BCEX MH-
TepBaJIaX CIEIUICHUS, YTO M3HAYAIBHO OBLIO OIIMOOYHO
BOCIPHUHSITO KaK (pacIMKYJIOBECHTPUKYISIPHBII ITyIOK
(T.X. HEe OOBSICHSIJIO IPOTPECCUPOBAHMST YKOPOUCHMS MH-
tepBasia PQ B TeueHme xu3HM). B X0me MHIYKIIMOHHBIX
TECTOB ITAapOKCU3MAJIBHBIX HAPYIICHWIT pUTMa CIIPOBO-
IMPOBAHO HE OBLIO.

B cBs3u ¢ TeM, 4TO (hacCUUKYJIO-BEHTPUKYIISIPHBIC
JTITXKC He codeTaHBI C TTOBBIIIEHHBIM PUCKOM BHE3all-
HOI1 cepmedHoit CMEPTH, B CBSI3U C PACIIONIOXKECHUEM HU-
ke AB-coenmHEHMS, M HEe HECYT KIMHUYCCKON 3HAUM-
MOCTH ISl TTAITMEHTKH, a TaKXKe YIUTHIBASI IIPOTPECCH -
poBaHMe y HallMeHTKU mapokcn3MoB PI1, 6bUTO pelreHo
BBHITIOJIHUTH TIOBTOPHYIO M3OJSIINIO YCThEB JIETOUHBIX
BEH, KOTOpasi OblIa OCYIIEeCTBJICHA METOOOM KpHoOa-
JIOHHO# m3oysuun. It peructpanum OyayIIux apuT-
MHWYECKUX COOBITUI MPOM3BeNeHA MMIUIAHTALINS TICTIIC-
Boro peructparopa DKI' Medtronic Reveal LINQI11. ITo
JAaHHBIM KapaIMOPETUCTPaTopa 3a MepUo Ioceornepa-
IIMOHHOTO HAOIONEeHUS B TeUeHUE 1 Toma OTMeJaanuch 7
napokcn3moB DI mmuTenbHOCTBIO OT 32 ceK 10 8 MUH,
CYOBEKTUBHO IMAIIMEHTKOM HE OIIyIIaeMBbIe.

HanHbIe 3X0Kapauorpaduy, MOATBEPXKIAIOIINE pa-
Hee BBISBIISIEMYIO THUIIEPTpOodUI0 MUOKapaa ¢ S-obpas-
Hoil nedopmanmeit MXKIT no 2,0 cM M TOITOJTHUTETb-
Hoe (hacCIMKYJIOBEHTPUKYISIPHOE BOJIOKHO MOTJIM pac-
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LICHNBATbCS KaK IBa HE3aBHCHUMBIX 3a00JIcBaHUS WU
KaK CJICACTBHE COIMHOTO ITaTOJIOTMYECKOIO IIpollecca.
C menpio OoJyiee OeTaabHOM BU3yadW3allid MHUOKapia
ObLTa TIpOBeIeHA MAaTHUTHO-PE30HAHCHAST TOMOTpadus
cepama ¢ ragoJuHUeM (puc. 4), Mo pe3yIsTaTaM KOTOPOi
oTMeyvajiach accuMeTpuuHasi rurieprpopuss MXKII B 6a-
3aJIbHBIX M CPEOHUX cerMeHTax mo 20 MM, B allUKalb-
HOIT 10 8 MM, COKpaTUMOCTb He CHIKeHA — (DpaKIIHs
BoIGpoca JIXK 85%. YyacTKOB MHTpaMUOKapAUaIbHOTO
¢$udpo3a, pyOLIOBOr0 W BOCIAIUTEIBHOTO ITOPAXKCHMUS
MMoOKapia BEISIBIICHO He OBLIO.

[Ipu mIpoBeneHUM MOJEKYISIPHO-TEHETUIECKOTO HC-
CJICIOBAHUSI METOIOM MAacCOBOTO ITapajuIeIbHOTO CEKBe-
HupoBaHud Ha NGS — KapnumoMuoIIaThu: OBLIN UCCIIe-
IIoBaHBI TapreTHbIe obact reHoB ACTC1, DES, FLNC,
GLA, LAMP2, MYBPC3, MYH7, MYL2, MYL3, PLN,
PRKAG2, PTPN11, TNNCI1, TNNI3, TNNT2, TPM]1,
TTR.

B retne GLA (OMIM 300644) BbIsiBIEH HYKJIEOTHU-
HBIN BapuaHT c.1287 1288dup B reTepO3UTOTHOM COCTO-
saun. CornmacHo 6a3e manHeix OMIM, Myranum B Te-
He GLA omucanbl y nanmeHToB ¢ b®, Hacnemyemoii o
X-CIIeTUICHHOMY THITY.

Taksxe BBISIBJICHO MOBBIIICHNE KOHIICHTPALINH TJIO-
6orpuaosmiiepamuga (lyso-Gb3) mo 4,60 Hr/mia npu
HopMme <2,1 Hr/mi. 1 cHMXKeHHE aKTUBHOCTU (ep-
MeHTa o-Trajakro3uma3el o 0,88 mpm Hopme >1,89
MKMOJIb/JI/4.

00cyxaeHue

B® — »s1o X-cuemneHHoe 3aboneBanme (OMIM:
301500) m3 rpyImbel TM30COMAJBHEIX OOJIE3HEH HaKO-
njaeHusi, oOycioBiIeHHOe AeduuuToM QepMeHTa Oo-
rayakro3ungassl A. HemocTaToOUHOCTh O-TaJlaKTO3UAA3EI
A TIpUBOOWT K HAKOIUICHHWIO B JIM30COMAaX Pa3IMYHBIX
KJIETOK HEepacIIEIUICHHOTO CyOCcTpara — IIMKOC(HMHTO-
JINTIAIOB, B MEPBYIO O4Yepenb, I0O0TPHUAO3MIILIepaMuIa
(Gb3), 9TO OOBSACHSCT IMMPOKUN KIWHUYCCKHIA ITOJIH-
Mopdu3M, HaOMIOmaeMBIM HaXe Cpedyd WICHOB OTHOI
CeMbHM M BKJTIOYAIOIINIA ITATOJIOTHUIO IICHTPAIBHOI U TIe-
pudeprIecKoil HEpBHOM CUCTEMBI, TI0YEK, JIETOUYHOM CH-
CTEMBI, XeJIyIOYHO-KHUIIIEYHOTO TPAaKTa, OPTraHOB 3PCHMUS
U CepIeIHO-COCYOUCTON cucTteMmbl. [lopaxkeHue cepm-
a oOBITHO mebioTHpyeT Kak runeprpodus JIXK (IT1K),
MacKHUpYyIomascs Iof THIIEPTPOPUUECKYI0 Kapauo-
vuonatuio (I'KMII), apurmun, MruoKapauadbHBIN (bH-
0po3, CepIeuHyI HEIOCTaTOYHOCTh. [eTepOreHHOCTH
KIMHAYECKUX TIPOSIBICHUN OO0JIC3HW YacTO IIPUBOIUT
K 3a/iepXKe TTOCTAHOBKY AMArHO3a.

Ipu B® nakorenue Gb3 BaUgeT HA BCe TUITIHI Cep-
MIEYHBIX KJIETOK Y TKAHU, BKJIIOYAsT MUOILIMTHI M KJIIETKH
nposonsieil cuctembl. MccinenoBanus in vitro moxa-
3BIBAIOT, YTO BHYTpMJIM30cOMalbHEIN Gb3 HapymiaeT
SHIOOLIMTO3 M ayTo(daruio, BHI3BIBACT aIllONTO3 M IIpe-
IISATCTBYEeT BBIPAOOTKE BJHEPTHH MUTOXOHIPHUSIMHU.
HcrouieHue sHepruu u tTpoduyeckre HakTopbl, TaKue

KakK c(pPMHTO3WH, MOTYT aKTUBUPOBATh KJICTOUHBIC ITyTH
runeptpoduun, obuume niasg apyrux 'KMII: uccneno-
BaHUSI KapIUOMUOIINTOB, BBIICICHHBIX M3 OMONTATOB
SHIOMHUOKApAa, MPOAEMOHCTPUPOBAIN, YTO BHYTPH-
KJIETOYHBIC TIIMKOCHOUHTOIUITNAL BBI3BAIN OUCHOYHK-
U0 M JECTPYKIIUIO CApKOMEPHBIX MUO(DUIAMEHTOB [4].
IIporpeccupyroias I'JIK ¢ pa3ButueM OTHOCUTEIbHOM
WIIEMUU MUOKapJa U B dajibHeliemM ¢pubdposa, a Takxke
BOBJICUCHHE TIPOBOMSIICH TKAaHU SBJISIOTCS CyOCTpaToM
IUIST TIOSIBJICHUS KETyITOYKOBBIX apUTMUN M HapYIICHUMA
TIPOBOIUMOCTH CEpPIIA.

Onnako HakoruieHne Gb3 He 0OBSICHSET BECh CIIEKTP
natopusuonorun b®. INepBonpuunHa 31eKTpOodHU3N0-
JIOTUYECKUX U3MEHEHMI 1O KOHIIA OCTaeTCsl HESICHOM,
HO IIOATBEPXKIAETCSI KOPOTKOM IIPOMOIKUTEIBHOCTHIO
3youa P, narepBana PR u kommiekca QRS, ykasbiBaio-
IIMX HA TOBBIIIICHHYIO CKOPOCTD IIPOBOANMOCTH B IIPEI-
CEpIHBIX 1 XKEITYI0YKOBBIX KApAMOMUOLIMTAX [5].

Haubonee obmupHoe ucciaengoBanue Birket MJ, et
al. [6] MpPOIEMOHCTPUPOBAIO BO3HUKHOBEHMNE YCUIIE-
HUS QYHKIIUY HATPHEBBIX W KAJIBIIMEBBIX KaHAJIOB IIPU
HaKOIUIEHUH cyOcTpaTa B CEpAeYHON MBIIIIE U KJIETKAX
MIPOBOMSIIEH CUCTEMBI CepaIa, YTO IIPUBOIUT K OoJjiee
OBICTPOMY BO30YKICHHMIO KapANOMHOIIUTOB, YeM BEpO-
SITHEE BCETO M OOYCJIOBIICHA pAaHHSIST aKTWBAIIMS KEIy-
IIOYKOB B 00acTH Iy4yKa [¥ca ¢ KpUTepUsIMH TIPEIK3U-
Tallid U YKOPOYCHHBIM NHTepBaioM PQ.

Motwani M, et al. [7] mponeMOHCTPUPOBAIN yIy4IlIe-
Hue mopdonoruu u ynkuuu JIZK y nauuenTon ¢ ITIK
¢ HOpMajm3allel KOPOTKHMX 3yO0II0B P 1 MHTepBajioB
PQ, mmuneix QTc nmpm HaszHaueHHU (pepMeHTO3aMe-
crurenbHoi Tepanun (P3T). O3T He MOXeT pa3pyIIuTh
UCTUHHOE (PaCIMKYIOBECHTPUKYISIPHOE BOJIOKHO WU
BIIMSITh HA CKOPOCTH €0 IpoBeneHNA. [1010KUTeTbHBIIN
ap ekt or 3T cBUAETENBCTBYET O MPSIMOII B3aUMO-
cBs131 yKopodeHHOTo nHTepBaia PQ ¢ b® u mo3Bosser
UCKITIOUNTH Hamnure uctruHHoro JITT2KC.

B nacrosiiiee Bpemst B HMULL TIIM naGaromaetcs
yeThIpe mauureHTa ¢ b® ¢ mpusnakamu I'JI2K 1 ykopo-
yeHHBIM nHTepBajgoM PQ. JlaHHOe codyeTaHMe MaTOrHO-
MOHUYHBIX IIPU3HAKOB MOXET SABJISATHCI “KpacHBIM (hJa-
rom” B mudppepeHnmanpHoi nuarnoctuke bd [8].

3aknioyeHne

B naHHO# cTaThe MpencTaBieH KIMHUYECKUUN CIy-
Yaif MalMeHTKH ¢ Mo3aHel mruarHocTukoil b®, koTopoii
BeaencTBue DKI-KapTHHBI TTpenBO30YKICHUS KeTya0ou-
KOB M SIPKO BbIpa>K€HHBIX MPOSIBJIEHWI HapylLIEeHUI pyUT-
Ma cepllia HeOTHOKPATHO MPOBOAUIOCH XUPYPIUYECKOe
JIeUeHUe.

OCOOEHHOCTBIO TAHHOTO KJIMHWYECKOTO Ciaydas
SIBJISIETCSl TIOATBEPXIEHUE TOTrO, UYTO MPOrpeccupoBa-
HUE YKOpO4YeHMs MHTepBaja PQ He CBOMCTBEHHO IS
AITXKC u B xombuHanum ¢ ¢penoxkormeit ['KMIT aBns-
€TCSl BaXXHBIM JMAarHOCTUYECKUM KPUTEPUEM JJIs1 TIOIO-
3peHus 00Je3He HakoIuleHus. PaHHSS AuarHocTuka
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3a00JIeBaHUST TTO3BOJISIET CBOEBPEMEHHO HAYaTh CIIEIU-
duueckoe nedyeHue (P3T) 1 yaIyIIIUTh IMIPOTHO3 M Kade-
CTBO XXM3HU.
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