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B craTbe mpeacTaBieH peaKuil caydaii IMarHOCTUKY BPOXIEHHOTO IIOPOKa CepLia 10 pe3yJibTaTaM MarHUTHO-
pe3oHaHcHol Tomorpadun (MPT), BeImoIHEHHON MAllMEHTKE ¢ MUOKAPAUTOM [UISl UCKIIOYCHUSI apUTMOTEH-
Hoii nucriaasuu npasoro xenynouka (AJITXK). IuarHoctrka AJTTXK u3-3a HeciennbUIHOCTU MHOTUX CUMIT-
TOMOB OCTAaeTCsI CJIOXHOM KJIMHUYECKOM 3amaveil. MarHuTHO-pe30HaHCHasi ToMorpadusi SIBJISIETCS] BasKHBIM
3TAroM B aJITOPUTME 00C/IeI0BaHNS TaKUX MaureHToB. [1o nanHeiM MPT y maliieHTKY BBISIBJIEHO JBa MPU3Ha-
Ka, COOTBETCTBYIOIIMX OMHOMY OOJIbIIOMY KpuTeprio nuarHoctuku AITTK, cormacHo pekoMeHmanusM Mex-
JIYHApOIHOM 1IeJICBOI IPyMITbl 3KCIIEPTOB: YBEJINYCHNE HOPMAaJTU30BAaHHOTO TOKA3aTe/Isi KOHEYHOTO CUCTOJIM-
4ecKOoro 06beMa MPaBoro XeJyl04ka y )keHIH 6osee 100 Mi1/M2 U perMoHaNbHas AUCKUHE3US! CTEHKU TTPaBo-
ro Xeaygouka. J{OMOJHUTENbHO ObLIO OOHAPYXEHO ABYKPATHOE YBEJIMYEHUE OTHOIIEHHUS JIETOYHOIO
MMHYTHOTO 00beMa KPOBOTOKA K CUCTEMHOMY, BEPXHUI CUHYC-Ie(EKT MEXIIPEACEPAHOM IIEPErOPOIKU 1 Yac-
TUYHBII aHOMAJIbHBII IPeHaX JIErOUHbIX BeH. [1ojydeHHbIe pe3yIbTaThl ObLIM MOATBEPKAEHB MHTPAOIIepALIU -
OHHO. MarHuTHO-pe30HaHCHass ToMorpacdus, 0coO0eHHO 0e3 BBelIeHMs] KOHTPACTHOIO BEIeCTBa, PEIKO MC-
MOJIb3YETCS [UTS IMAarHOCTUKY YaCTUYHOIO aHOMAJIbHOTO IpeHaka JIerouHbIX BeH. Coo0IIeHe IeMOHCTPUPYET
XOPOIIIME BO3MOXXHOCTH METO/Ia B BbISIBJICHUU TAHHOM MaTOJIOTMU MPU YCJIOBUU BbIOOPA MPaBUILHOTO aJITOPUT-
Ma CKaHMPOBaHWs, IETAIBHOTO aHAJIM3a aHATOMUU U (PYHKIIMHM BCeX KaMep cepalia.

Kawuesvie ci06a: MaTHUTHO-PE30HAHCHasi TOMOTpadusi; apuTMOTeHHasT TUCTUTa3usl TPaBOro KeIyI04Ka;
YaCTUYHBIA aHOMAJIbHBII IpeHaX JIETOYHbBIX BEH.
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Modified criteria of arrhythmogenic right ventricular dysplasia
do not correspond to the clinical scenario. Case study
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This article presents a rare case of magnetic resonance imaging (MRI) of congenital heart disease in patient with
suspected arrhythmogenic right ventricular dysplasia (ARVD). Nonspecificyty clinical features of ARVC made the
diagnosis clinical challenge. MRI is important in management of these patients; the method allows determining
the volume and ventricular function, to evaluate the changes of regional contractility right ventricular wall.
Magnetic resonance imaging showed two features corresponding to one major criteria for the diagnosis of ARVD,
by International Task Force criteria: increased normalized end systolic volume index of the right ventricle in
women over 100 ml/m? and regional right ventricular wall dyskinesia. Additionally, it was revealed a twofold
increase in the pulmonary-to-systemic blood flow ratio, the atrial septal defect and partial anomalous pulmonary
venous connection. All findings were confirmed intraoperatively. Magnetic resonance imaging diagnosis of partial
anomalous pulmonary venous connection will be successful if the correct protocol is selected and detailed analy-
sis of the anatomy and function of the heart chambers are made.

Key words: magnetic resonance imaging; arrhythmogenic right ventricular dysplasia; partial anomalous pul-

monary venous connection.

ApUTMOTreHHasl AWCILIa3usl MPaBoro xe-
nynouka (AITT2K) siBasieTcst penkum 3adoJie-
BaHUEM, CBSI3aHHBIM C HAcCJeACTBEHHO-Je-
TEPMUHUPOBAHHOW AuUCTpodureit Muokapaa,
KOTOpOE€ MPUBOIUT K PAa3BUTUIO XU3HEYIPO-
JKAIOLKUX apUTMUI U CTAHOBUTCS MPUYMHOMN
BHE3aITHOM CMEePTHU MOJIOABIX JItoAei 10 35 et
U crioptcMeHoB. ITo pa3HbIM AaHHBIM, pac-
npoctpaHeHHocTb AIIT2K cocraBnsier B mo-
nyasuuu ot 1:5000 go 1:1000, cooTHoLIeHME
YacTOThI BCTPEYAEMOCTH 3a00JI€BaHUS Y MYXK-
yuH U XeHwuH — 3:1 [1, 2]. KnuHuuyeckue
MPOSIBJIEHUsI 3aBUCST OT BO3pacTa M CTaauu
3aboseBaHus. HecrneuuduyHOCTL MHOTUX
CUMIITOMOB, BbIPaXK€HHbBIN KIMHUYECKUI O~
JuMopdu3M, OTCYTCTBUE €AMHOTO MeTojaa
«30JI0TOr0 CTaHIapTa» AeJAeT IUArHOCTUKY
AJITTK tpynHoii 3agayeit [3].

Huarnoctuka AJIT12K 6a3upyetcs Ha KOM-
IUIEKCHON OLIEHKE MallMeHTa C ITOMOIIbIO
pPa3IUYHBIX WHBAa3UBHBIX W HEWHBA3UMBHBIX
METOIMK, TaKUX KaK 2JIeKTpoKapauorpadpus
(OKT'), curnan-ycpennennasa DKI, sxokap-
nuorpadusi, BEHTPUKYJorpadusi mpaBoro
xenynouka (I12K) u MPT.

B 1994 . MexxnyHapoaHOM 1ieJeBOi rpyI-
MOM 3KCMEPTOB ObLIU MPEIOXKEHbBI KPUTEPUU
IJIs1 KTMHU4Yeckou nuarHoctuku AJTTK, cy-
1ectBeHHO MoauduuupoBaHHeie B 2010 T
[1, 4]. CoBpeMeHHbIe KPUTEPUU IUATHOCTUKU
AJITXK ¢ momonipio MPT BKJIIOYaloT TOJBKO
KOJIMYECTBEHHbIC M3MEpEeHUs] o0bemMa U
(DYHKUIMU XKeJTyT0YKOB U OLUEHKY U3MEHEHUI
peruoHajlbHOU cokpaTumocTd cTteHku I[12K
[4]. YyBCTBUTENBHOCTh U CHEUM(PUUHOCTD
moauduuupoBaHHbIX Kputepue AITTK mnis
PT Bbicoka: mist 6onbinoro npusHaka AJITTK
(pernoHanbHas akuHesust/nuckenesus 112K u
yBeJMYeHue HOPMaarM30BaHHOTO KOHEYHOTO
aunactojandeckoro oobema (KJIO) — orHole-
HUSI KOHEYHOro AMACTOJIMYECKOTro odbema K
mioaau nosepxHoctu tena (KJAO/IIIT) —
ITX 6omee 100 mu/M? y KEHIIMH) 4yBCTBU-
TEJIbHOCTb U CHeIU(GUIHOCTh COCTABIISIOT 68
u 98% coOTBeTCTBEHHO. M3 mocieqHnx peko-
MEHIALMI UCKIIOUEeHbI TaKhe KPUTEPUU, KaK
ucroHueHue creHku I12K, nokanbHble GyHK-
LIMOHAJIbHBIE HAPYIICHUS, HATUUME XXUPOBBIX
BKJIIoUeHUi1. TeM He MeHee psii aBTOPOB yKa-
3bIBaeT Ha OOJIbIIIOE 3HAUYEHUE STUX JAHHBIX
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Npu YCIOBUM IPOBEICHUS MCCIEI0BaHUS B
CMEeUMATIM3UPOBAHHBIX LIEHTPax C MCIOJb30-
BaHMEM 0CO0Oro MpoToKojaa [Js aHaau3a
00bEMOB, pErMOHATbHBIX HAPYIIEHUI JBUXKE-
Hust cteHku 12K u nzobpaxeHuil Ha cTaguu
OTCPOYEHHOTO KOHTpacTupoBaHus [3].

B onvcaHHOM KJIMHAYECKOM cyyae U3 Ha-
1€l MpaKTUKX MTOKa3aH MpUMEpP UCITOIb30Ba-
Hust MPT pnsg npoBeaeHUsT CIIOXKHOIO aua-
THOCTMYECKOTO IMOUCKa Yy OOJIbHOI ¢ MUOKap-
JIUTOM W XKEJyTOUYKOBBIMU HapylIeHUSIMU
puTMa cepjla: OT BBIIBICHUS KPUTEPUEB
apUTMOTEHHOM AUCILIa3UU MPABOIO XeJIya104-
Ka 10 AMarHOCTUKY YaCTUYHOI'O aHOMAaJIbHOTO
npeHaxa jerouHsix BeH (YALJIB) u nedekra
MeXKIIpencepaHoii meperopoaku (JAMITIT).

boapnas C., 39 ner, oOparuiach B
HICCX um. A.H. bakynea PAMH nist Bbi-
nonHeHus MPT cepnua ¢ uenbio moaTBepXK-
neHus nuardHo3a AJTTXK.

B 2010 r. manmeHTKa MoCjae NepeHeCeHHO-
ro OpoHXKTa BIepBble 0OpaTuiach K Kapauo-
JIOTY ¢ Xajio0aMu Ha Iepedou B paboTe cepl-
a. Ha OKI BbIsIBIEHBI € IUHUYHbBIE 3KETY10Y -
KOBBIE M HAIXETyIOYKOBBIE 3KCTPACUCTOJIBI
(HeckonbKo necsaTKoB); mpu DxoKI™ oTkimoHe-
HUI1 OT HOPMBI He BBIABIeHO. [lanimeHTKe pe-
KOMEHIOBAaHO IWHAMMYECKOe HaOJIoaeHNeE.
B 2012 r. mocne nepeHeceHHOM BUPYCHOUW UH-
ek Ha HoHE MOBBILIEHHOTO MCUX0IMO-
LIMOHAJILHOTO HaMNpsKEHWS BO30OHOBWJIMCH
nepedou B pabote cepaua. ITanpeHTka rocrnm-
TaJIM3UPOBAHA.

JlanHvle uHCMpPYyMeHmManbHulX U 1a00pamop-
HbIX Memo0doé uccaedosanus. I1lpu TpaHcTOpa-
KajnbHOM OXx0KI: aunaTauus npaBbix OTAEIOB
(mpaBoe mpeacepaue, MpaBblid KEAYA0UYEeK —
42 MM), HeOoJIbIlIasl AUaTalKsI JIEBOTO Tpe/i-
cepoust; DB — 64%.

X0JTepOBCKOE MOHUTOPMpPOBaHME: 0a30-
BbIii pUTM — CUHYCOBbBII. EnMHUYHbBIC HaIKe-
JIYTOYKOBBIE SKTOMUYECKUE DKCTPACHUCTOJIBI.
XKenynoukoBasi 2KToIluMYecKasi aKTUBHOCTb
npencraBieHa 12 654 Xemymo4KOBBIMH 9KC-
Tpacuctojamu (KOC), B ToMm uucie nap-
HbIX — 70.

Ceposiornyeckuit aHaanu3 KpOBU: MOBBILIE-
Hue aHTutea (AT) K MUOKapaMaabHOU TKaHU
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IgG 1:300, AT K 30J10TUCTOMY CTA(DUITOKOKKY
IgG 1:300, AT K CTpenTOKOKKY (TyaJlypOHU-
naza) IgG 1:400, Kk CTpENTOKOKKY U3 TPYIIIbI
A 251 ME/mi (HopMma mo 200 ME /).

Ha ocHoBaHMM MOJyYeHHbIX TaHHBIX AUa-
THOCTUPOBAH BUPYCHO-0aKTepUaATbHbII MUO-
KapauT. IlanuMeHTKa mpouwia Kypc Je4eHUs B
teueHue 7 gHeit: Bantpekc (1 r/cyr), HITBC,
KOoHKop (2,5 mr/cyT). Ha (poHe nmpoBeaeHHOTO
JIYEHUsI OTMEYEHO 3HAYUTEJIbHOE YJydlle-
Hue caMouyBcTBUS. [lo JaHHBIM CYTOYHOTO
MmoHuTopupoBaHusi DKI 3apeructpupoBaHo
119 XKBC. OgHako B KpOBU OTMEYaeTCsl MO-
BoilieHUe AT K sHmorenuio 1:320, AT K nipo-
Bongieit cucteMe 1:80, ocTanbHbIe MOKa3aTe-
JI ObUIU B HOPME.

B 2013 . oTMeueHO yxXyalleHue caMmouyB-
CTBMSI B BUJE ydyallleHUsI repeboeB B pabote
cepaua. IlammeHTKka MPOKOHCYJIBTUPOBAaHA B
DakyIbTeTCKON TepaneBTUYECKON KIMHUKE
uMm. B.H. BunorpanoBa, rae BeICTaB/IEH IIpe/-
nojoxkuTesbHbl nuarHo3 AJIITK u peko-
MmeHaoBaHo MPT cepania.

MarHuTHo-pe30HaAaHCHOE MCClIeToBaHUe
BBITTOJIHEHO Ha ToMorpade 1,5 T 1o cnenunaib-
HOMY TIPOTOKOJIY, BKJIIOUAIOIIEMY TOCIeA0Ba-
TEJTLHOCTHU JUTSI OLIEHKW aHATOMMU 1 (PYHKIIUHN
IX u JIK. Ha srane uccienoBaHus aHaToO-
MHU Ceplla MCITOIb30BAIM UMITYJIbCHBIC TT0-
CJIeI0BAaTEbHOCTU  OBICTPOrO  CIMH-3XO
(HASTE) u rpaguentHoro 3xo (TrueFISP).
ITpoTtokos OLEHKM (PYHKIIMOHAIBHBIX MHapa-
METPOB cepjlla BKIYal B cedsl mocjieqoBa-
teabHOCTU KUHO-MPT (TrueFISP) u ¢aszo-
KOHTpacTHbIe uzoopaxkeHus (Flow 2D).

ITo nanueiM MPT ObLIO OTMeEUYeHO: pac-
LIUPEeHNE MpaBoro npencepans (54x63 M),
YMEpEeHHOE paclIMpeHre JIEBOTO Mpeacepaus
(48x59 mm), yBenmuenue I12K: KIO ITXK
285 MJ, HOpMaJlu30BaHHbIN MoOKa3aTellb
KOO (KOO/TIIT) 151 ma/m?, (Hopma KO
58—154 M1, Hopma KJTO/TITIT 48—87 mi/m32),
KOHEUHbII cucTonnueckuit oobem ITK 112 mn
(Hopma 12—68 M), ymapHbiii o0beM [12K
173 mut (Hopma 35—98 mi1). ®@pakimst BEIOPO-
ca [I2K He cHmzkeHa — 61% (Hopma 47—80%).
Ilepennss crenka 12K He ucTtoHuyeHa, ¢ He-
00JIbIIION KMPOBOI MHMUIBTpaLIMeil B Tpade-
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Puc. 1. MPT cepaua, yeTbipexkaMepHast MO3ULIMSI:

a — TrueFISP (crpenka ykassiBaet Ha JIMIIIT); 6 — HASTE

KynsipHoii yactu TTK. TpaGekynsipHasi 4yacTb
I2K ¢ nuckuHesamu.

IMonyyennwsie ganHele MPT coorBercT-
BYIOT OIHOMY OOJbIIOMY MOIM(MUIIMPOBAH-
Homy kputepuio AIIXK — yBeanuyeHuio
KOO/TIIT TTK 6onee 100 mu/M? u pervo-
HajbHOU nuckuHe3uu creHku [12K. C yuetom
naHHbIXx DKI' 3T0ro Ob1710 10CTaTOYHO 115 T0-
craHoBku nauarHo3a AIITTK. B to xxe Bpems y
MalMEeHTKU TPU aHAJIM3€ CKOPOCTHBIX MOKa-
3aTesiell KpOBOTOKA B JIETOYHOI apTepuu U B
BOCXOJSIIE aopTe BBISIBICHO YBEJIUYEHUE
OTHOIIIEHUST JIETOYHOTO MUHYTHOTO O0beMa
KpoBOTOKa K cucTteMHOMY (Qp/Qs=2), 4TO
TOBOPUJIO O HAJWYMM LIYHTUPOBAHMST KPOBU
cJieBa Harmpaso.

[Tpu aHanu3e akcUaTbHBIX CPE30B OOHAPY-
JKEeH BEpXHUI cUHYC-AeEKT MeXIpeacep-
HOIl TIEperopoAaKM, HEYETKOCTh KOHTYPOB
BepxHel mosioit BeHsl (BI1B) 1 mpaBoii Bepx-
Heil neroyHoi BeHwl (puc. 1). OmeHka Koco-
KOPOHAJIBHBIX M KOCOCATMTTaJIbHBIX CpPE30B
MPaBBIX OTIEIOB Cep/lia MO3BOIMIA BU3YaIH-
3MpPOBaTh AaHOMATBHBIN APEeHAX JIETOUHBIX BEH
B BIIB (puc. 2).

s yTOuHEeHUsI BPOXIEHHOM maToJio-
TMUNALMEHTKE Oblla BbIMOJHEHA MYJBTU-
cnuMpajbHasi KOMIbIOTepHass ToMorpadusi
(MCKT). Ilo panaeiMm MCKT noaTBepxaeH
nuarHo3 JIMITIT u YAJIJIB: npaBasi BepxHsisi

tze| 'z

JierouHas BeHa Brniagaet B BIIB, BeTBb nmpaBoii
CpemHeil Mo COOOIIAeTCSl C MpPaBbIM IIpEI-
cepaveM. Ha ocHOBaHMM OCTaBJIEHHOTO THAa-
rHO3a ObLJIa IIPOBeIeHA YCITeITHASI XU PYypPriuJe-
CKast KOPPEeKIIUs BPOXKICHHOTO ITIOPOKa Cepi-
na.

YacTUYHBIN aHOMAJIBHBII IpeHaX JIerod-
HBIX BeH OTHOCHUTCSI K BPOXKICHHBIM IOPOKaM
cepaua, Mpyu KOTOPbIX HE BCE JIETOYHbIC BEHbI

Puc. 2. MPT cepaua, nByxkamepHasi MO3UIUSI,
TrueFISP.

YAJIJIB — yacTu4HBIil aHOMaJIbHbII IPeHaX JIETOYHBIX BEH;
BIIB — BepxHsist mosast BeHa; [1I1 — mpaBoe nipencepaue
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BIIAJAIOT B JIEBOE Mpeacepaue, U apTepuasib-
Hasi KPOBb HaMpaBjsIeTCsl B BEHO3HOE PYCIIO
(paBoe Tpeacepaue Uiau nobie BeHbl). B mo-
nyassuuy BpoxaeHHbIXx mopokoB YAJIJIB co-
crasnser 0,7—9% [6]. B 70—90% naTojoruye-
CKHE BEHbI OTXOMAST OT MPaBOro JIETKOIO U B
83% npeHUpyTCS B IIpaBoe Ipeicepaue, B
15% — B BeHO3HBII cUHYC, B 2% — B 0e3bI-
MSIHHYI0 BeHy [7]. YacTuuHbIli aHOMAaJIbHbII
JPEHaX JIETOYHBIX BEH PeKO ObIBaCT €AUHCT-
BEHHOII aHOMaJueill pa3BUTUSI CepAeYHO-CO-
cyaucToit cuctembl. B 75—92% ciydaeB oH
couetaercsa ¢ JIMIIII.

ITemoarHamMuKa mopokKa 3aBUCUT OT KOJIMYe-
CTBa M KajauOpa aHOMAaJbHO APEHUPYIOIIUXCS
JIETOYHBIX BeH U coryTcTBytomux JAMIIIT. Kak
npasuiio, manueHTsl ¢ YAIJIB nmeror ciabo
BbIpaXKEHHYIO CUMIITOMATUKY UM aCUMIITOMA-
TUYHBL. Psa aBTOpoB mpenmosaraeT, 4YTO
YAIJIB cTaHOBUTCS KIMHUYECKU CYLIECTBEH-
HBIM, ecii y TlarmeHTa 50% KpoBOTOKA JIeroy-
HBIX BeH W1 0oJiee BO3BpallacTcsl aHOMAJIbHO
[8]. YacTo aHOMAaIMS BBISIBISIETCS] KAK CITydaii-
Hasl HaxojaKa IMpU KaTeTepu3alnu cepala Win
YCTaHABJIMBACTCSl PETPOCIIEKTUBHO. JmarHoc-
tuka YAJIJIB ocHOBbIBaeTCSl Ha JaHHBIX Upec-
MUILEeBOJHON 3XxoKapauorpaduu, KareTepHoi
anrnokapauorpacpuu, KT nau MPT.

BnepBeie aHamM3 BO3MOXHOCTH MeTola B
OLICHKE JAHHOW IMAaToJ0TUM ObLT IPOBEICH B
1991 . S.K. Prasad 1 coaBT. B IpOCHEKTUBHOM
HUCCJIeNOBAaHUM MOKA3al1d BbICOKYIO KOPpPEJs-
LIMIO JTAaHHBIX MAaTHUTHO-PE30HAHCHOM aHTHO-
rpaduu ¢ pe3yabraTaMy KaTeTepHOM aHTHO-
rpaduy U MHTpaOIEepallMOHHbIX JaHHBIX [9].
Wcnonb3zoBanue MPT 6e3 KOHTpacTHOro ycu-
JIEHVSI UMEeT KaK MperuMyllecTBa (CBSI3aHHbIE
C OTCYTCTBMEM BO3MOXHBIX a/UIePTUUYECKUX
peakiMii Ha KOHTPAcCTHOE BELIECTBO), TaK U
cyllleCTBeHHbIe orpaHuyeHus. [1pexne Bcero,
3TO CBSI3aHO CO CJOXHOCTSIMU JUArHOCTUKU
M3BUTBHIX COCYIOB IMAMETPOM MEHbIIE 2 MM
WJIM COCYIOB C MaJICHbKOI CKOPOCTBIO KPOBO-
ToKa. B peTpoCrneKTUBHOM UCCIeI0BaHUU
H. Kafka u coaBt. Ha mpumepe 20 naiyeHTOB
noka3zaj, 4yTo ycrelrHas auarnoctuka YAJIJIB
ObL1a BOBMOXHA BO BCeX clydasx rmo 2D-uzo-
OpaxkeHUsIM OeCKOHTpacTHBIX cepuii [10].
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Haiu kaMHu4yeckuii cirydait 1eMOHCTPUPY-
eT ycrielrHoe ucrnojb3oBanue MPT mis pere-
HUSI CJIOXHBIX AUArHOCTUYECKHUX 3a1ay: IMpo-
BeleHUs aubdepeHIMaTbHOM AUarHOCTUKU
ANIITX u BoisiBnenust YAIJIB. TTpaBusibHbIi
BbIOOp anroputma MPT-ucciaenoBaHusi, KOM-
IUIEKCHAsI MHTepHpeTaLys MOJyYeHHbIX KOJIU -
YECTBEHHbIX JAHHBIX MOJHOCTbIO M3MEHWJIN
knuHudeckuit cueHapuii AJITT2K. TIpencras-
JIHHBII cllyyail MOKa3bIBaeT, YTO MpPU Hapy-
LIEHUN pUTMa Cepllia U AWIATaluy ero Ipa-
BbIX OTIEJIOB TpedyeTcsl ocobasi BHUMATEb-
HOCTh Bpaya, C TeM UTOObl He ObLIU
MPOIYIIEHbI APYyTryie, MeHee OYeBUIHbBIC MPU-
YUHBI Pa3BUTUSI 3a0o0jeBaHUS, TaKMe Kak
YAJIJIB y B3pocoro naiueHTa.
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