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ApuTMOreHHas KapaMoMMUonaTus NPaBoro Xenyaouka y PELLUNUeHTOB B INCTE OXUAAHUS

TpaHCcnaHTauum cepaua

CumoneHko M. A., ®enoTos M. A., Koctapesa A.A., CasoHosa l0.B., Manukos K.H., Bopuosa M.A., Monakosa A.T., BepesuHa A.B.,
3emckos W.A., MepeyHuHa T.M., Mutpodanosa J1. 6., Hukonaes I. B., Topaees M. J1., CutHukosa M. 0., Kapnenko M. A.

Lenb. Onpeaennts 0COGEHHOCTW KNMHNYECKON KapTUHBLI apUTMOreHHOI aucnna-
3um npasoro xenyaoyka (AAMX) y peLumnMeHToB B IMCTe OXMAAHUS TPaHCMNaHTa-
uum (TC) cepaua v nocne nepecagkv cepaua.

Marepuan u metoabl. C aHBapa 2010 no pekabpb 2018rr B nMCT oxupaaHus
TpaHcnnaHTaumm cepaua ®rey “HMUL, um. B.A. Anmasoea” Munaapasa Poccun
6bi0 BkO4eHO 192 peuvnuenTa, 13 Hux AAMX Gbina AnarHoctupoBaHa y 4 (no
kputepuam Marcus F, et al., 2010r). Bcem 4 naumeHTam (XeHCKuid non; MeanaHa
Bo3pacTta — 46,5 roga (ananasoH 16-54 net)) 6bina BoinonHeHa TC. o TC y Tpex
nauveHTok GblaN AUAarHOCTMPOBaHbI HapyLLeHns putma (Gubpunnaums npencep-
[WiA, TpeneTaHve npeacepanin). Y naumeHTkn N2 2 6bl1 UMNAaHTUPOBAH NMOCTOSIH-
HbIi1 anekTpokapavocTumynstop VVI no nosogy cvHapoma cnaboctvt CUHYCOBOIO
y3na, Taxu-6paau, octanbHbIM Obln MNNAHTUPOBAH kapanosepTep-aedubpunns-
Top (MKA) C uenbio nepBrYHON NPOdUNAKTUKNA BHE3AMHON CEPAEYHON CMEPTU.
Pesynbratbl. Bpemsi HabnoaeHus nocne TC coctasuno 30,9 (amanasoH 3,9-46,2)
mec. HapyleHrwii putma nocne TC He 6bi10 3aperncTpupoBaHo. Bee peupnuenTs
nonyyanu YeTbIPeXKOMMOHEHTHYIO MMYHOCYNPECCUBHYIO Tepanuio (MHrMbnuTopbl
KasnbLMHEBPVHA, MUKODEHOIOBAS KMNCNOTA, MIOKOKOPTUKOCTEPOMABLI N UHAYKLMS
6asunvkcmadom). Y Bcex 60nbHbIX Habnoaanach BbICOKas YyBCTBUTENbHOCTb
K VMMMYHOCYNPECCVBHOW Tepanun B BUAE PasBUTVS arpaHynouLuTosa, B CBA3M
C YeM BBOAMICS KONOHMECTUMYNMpYtoLwmii pakTop. B anHamuke Ha GoHe peayum-
pOBaHNA MMMYHOCYNPECCMBHON Tepanuu (Takponmmyc+MeTUNNPEeaHN300H)
arpaHynoLmMTo3 He peLnavBmupoBan.

Baikmouenue. ALK penkoe 3abonesaHne B CTPYKTYpe reHe3a TepMUHaNbHON
XPOHUYECKOW CEepAeYHOM HeLOCTAaTOYHOCTH Y BOMbHBIX B IMCTE OXWUAAHNS TPaHC-
nnaHTaumu cepaua. Heobxoguma ayarHocTuka AaHHOW NaTonorum Ang csoespe-
MEHHOr0 OKa3aHWs MOSHOLEHHOW BbICOKOTexHonormyHon nomowwm (UK, TC).
CornacHo Halwum peaysbTatam, B LECMOCOMHbIX FeHax TOSIbKO Y OIHOM 13 YeTbIPeX
nauveHToK Onpeaensnncb NPUYUHHBIE BapuaHTbl KapauomuonaTtum, a Hanuyue
[IBYX YHVKaNbHbIX FEHETUYECKVX BapuaHToB B reHe PKP2 Habniofanoch TOMbKO
y 6onbHoit geTckoro Bo3pacTta. OcobeHHOCTbIO BeaeHust nocne TC 6bino pa3sutre
arpaHynouuTosa, YTo elle pa3 noavepkuBaeT HeobXxo0AMMOCTb NepCOHGULMPO-
BaHHOr0 Noaxosa k noatopy MMMYHOCYMPECCUBHO Tepanuu.

KnioueBble cnoBa: apuTMoreHHas aucnnasvs Npasoro Xenynouyka, cepaedHas
HEJO0CTaTOYHOCTb, TPAHCMIaHTaLUMa cepaua.
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Arrhythmogenic right ventricular cardiomyopathy in recipients on heart transplant waiting list

Simonenko M.A., Fedotov P.A., Kostareva A.A., Sazonova Yu.V., Malikov K.N., Bortsova M.A., Polyakova A.P., BerezinaA.V.,
Zemskov I. A., Pervunina T. M., Mitrofanova L. B., Nikolaev G. V., Gordeev M. L., Sitnikova M. Yu., Karpenko M. A.

Aim. To determine the clinical features of arrhythmogenic right ventricular dysplasia
(ARVD) in recipients on heart transplant waiting list (WL) and after a heart
transplantation (HTx).

Material and methods. From January 2010 to December 2018, we included 192
recipients in heart transplant waiting list (HTx WL) on behalf of Aimazov National Medical
Research Center. ARVD was diagnosed in 4 subjects (F. Marcus et al. criteria, 2010). All
4 patients (female, mean age 46,5 years-old (16-54-year-old)) underwent HTx. Prior to
HTx, arrhythmias (atrial fibrillation, atrial flutter) were diagnosed in 3 recipients. In patient
N22, pacemaker in WI mode was implanted due to sick sinus syndrome (SSS) and
tachycardia-bradycardia syndrome and others underwent ICD implantation.

Results. Survival after HTx was 30,9 (3,9-46,2) months. All recipients were treated
with triple-drug immunosuppressive therapy (calcineurin inhibitors, mycophenolic
acid, steroids) and induction with Basiliximab. All patients experienced high
sensitivity to immunosuppressive therapy (agranulocytosis), and therefore a colony-
stimulating factor was administered to all of them. After immunosuppression
reduction (Tacrolimus plus Methylprednisolone) agranulocytosis did not recur.
Conclusion. ARVD is a rare disease in the structure of end-stage heart failure
in recipients in HTx WL. An examination of this pathology is necessary to manage
patients on-time with surgical treatment (ICD, HTx). According to our results, causal
variants in desmosome genes were determined in 1from 4 patients and simultaneous
presence of two unique genetic variants in the RKR2 gene were found in one.
A special feature of post-HTx management was the development of agranulocytosis,
which once again underlines the need for a personalized approach to the selection
of the immunosuppressive therapy.

Key words: arrhythmogenic right ventricular cardiomyopathy, heart failure, heart
transplantation

ApuUTMOTeHHAasT KapIHOMUOIIATHS TIPABOTO KEIYyI0d-
Ka WA apUTMOTCHHAs OUCIUIA3MS MPABOTO KeTydoYKa
(AOITXK) sIBISICTCST MCKITFOUUTEILHO TeHETUYECKU O0Y-
CJIOBJICHHBIM BapHaHTOM KapOWOMMOIIATUI M XapaKTe-
pu3yeTcs IIPOTPECCHUPYIONINM 3aMelleHrneM MUOKapaa
mpasoro (I12K) u, pexe, meBoro xemymouka (JI2K) xxmpo-
BOI1 I COCNMHMUTENbHOM TKaHbo. OCHOBHBIMU KIIMHIYC-
ckumu TniposieaeHusiMu AJITIZK gBisitoTcs BHe3amHast
cepmeuHast cMepTh (BCC), KemymouyKkoBbIe HapyIICHMS
pUTMa ¥ CHHAPOM XPOHNIECKOM CepIeIHON HEIOCTaTOU -
Hoctu (XCH) [1]. 3abomeBanme dYaimie OeOIOTHPYET
B MoJI00M Bo3pacTe 31%13 et (nuama3on — 4-64 rona)
[1, 2] m MeeT XapaKTepHBII reHeTUYeCcKMii criekTp. Han-
0osee yacto B ocHoBe AJIITXK nexaT matoreHHbBIe Bapu-
aHTBI B TE€HaX, KOAUPYIOIINX CTPYKTYPHI IECMOCOM —
wrakopmumH-2 (PKP-2), neciomnakuf (DSP), necMo-
menH-2 (DSG-2), mecmoxkounuH (DSC), MIaKorioonH
(JUP). OmHako OBLIM OMMCAHBI U 00JIce penKne TeHeTH-
yeckue BapuaHThl AJITTK, accommmmpoBaHHEBIE ¢ TeHAMU
BHEICCMOCOMHBIX OCJIKOB, TaKMMH Kak jamMuH A/C
(LMNA), TpancmeMOpaHHEBIN O6enok 43 (TMEM43), 1io-
TeHIWAI-3aBUCUMBI HaTpueBbIM KaHal (SCNSA),
mecmuH (DES) n dunamun (FLNC) [3]. IlatoreHHBIC
BapHaHTHI B HAM0OJIee YaCTO BCTPEUAIOIINXCS TeHAX JIeC-
MOCOMHEBIX O€JIKOB oIpenensiorcss y 47% nauueHToB,
a ~15% cinyuaeB AIIITK uMeioT B KauecTBe IeHEeTHYe-
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CKOIf IIPMYMHEI cOUYeTaHUe 2 M 3 MaTOTCHHBIX BApHaHTOB
[3]. Cpemn manmentoB ¢ AJIITJK wamie BcTpedaroTcs
MYXUHUHEBI, Y KOTOPBIX CUMIITOMATHKA B BUIIC HAPYIICHUIA
puTMa TIpeodIamaeT Hal MPOSIBICHUSIMU TIPaBOKETYIOT-
KoBoOU cepmeuHoit HemoctatrouHocty (CH) [4].

OcHOBHBIE KITMHUYEeCKUMHU nposgBiaeHuaMu AJLTTK
Ha paHHUX CTagusIX 3a00JIeBaHMS SBISIOTCS HapyIIe-
HUS pUTMa ¥ IPOBOIMMOCTH, HEPEIKO KEITYTOIKOBEIM
HapyIIeHUSIM PUTMa IIPEAIIecTBYeT pa3BuTHe (Huod-
pwursnust npeacepauii (PIT). V gacTu mammeHTOB
3aboneBaHue neboTupyeT ¢ cuuapoma BCC, u ToibKo
y 25% — ¢ cunapoma XCH. YuurtbiBast 4yacThblii 1e0I0T
3a00eBaHUs C KEJIYIOUYKOBBIX HApPYIICHUI pUTMa
u BCC, nuarno3 B 31% ciydyaeB ycTaHaBJIMBaeTCs I10-
cMepTHO [2, 3]. Heob6XommMOCTh BBEITIOJITHEHUS TpaHC-
mwranTauun (TC) cepnma y maumeHToB ¢ AIITXK B0O3-
HUKaeT HedacTo (2,5%) M cBsi3aHa C BOBJIEYEHUEM
B maroyiormdeckuii mpomnecc JIZK, mporpeccupytomeit
XCH u, 3HaUUTEIBHO pexe, — ¢ pepakTEPHBIX HAPY-
IIEHUH pUTMa, HE MOAAAIOIIMXCS MEAUKAaMEHTO3HON
Tepanuy U MHBA3UBHBIM METOAAM JIEUEHUS, a TaKXe
B CBSI3U C T€M, 9TO YaCTh OOJIbHBIX YMHUPACT IO ITOSIBIIC-
Hus Tskenoit XCH [2].

YuuThiBasg HHU3KYI0 BCTPEUYacMOCTh TAIMEHTOB
¢ AJITXK cpenu Bcex 6oabHbIX, nepeHecnx TC (0,2%
OT BCEX TPAHCIUIAHTUPOBAHHBIX IMAIIMCHTOB 110 JaHHBIM
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Puc. 1. Pesynbtathl rMCTONOMN HAaTUBHOTO cepaua nauueHTku N2 4 ¢ ALMXK: A. 3amelleHvie Mrokapaa G0KOBOI CTEHKM NPaBOro xenyaoyka Ha 90% nnowaam XMpoBoi
TKaHbO (yka3aHo cTpenkamu); x50; okpacka reMaToKCUAMHOM 1 303UHOM; B. Jlunomatos, prbpos (ykasaH CTPENKOi) 1 aTpodust MbILLEYHbIX BOJIOKOH B NEPEAHel CTEHKe
npasoro xenynouka; x200; okpacka reMaToKCUIMHOM 1 3031HOM; B. [luckomnnekcaLys MblLeYHbIX BONIOKOH B NepefHel CTEHKE NPaBOro Xenynouka (ykasaHa CTPenko);
x200; okpacka reMaToKCMAMHOM 1 303uHOM; T, JlunomaTtos n Gprbpo3s Mexxkenyno4koBoi neperopoaku; x100; okpacka reMaToKCUIMHOM M 303V HOM.

He-Tlayckanst) [5], cymiecTBYIOT TOJBKO EIWHUYIHBIC
myoauKannm 00 0COOEHHOCTSIX TeYeHUs MX TMOCTTPAHC-
IJIaHTallMoOHHoro Tepuona [6, 7]. TlpeumyiecTBeHHO
9TU JaHHBIE KACcaloTCsI TOJILKO PAHHETO TOCIeomnepal-
OHHOTO TIepuofa. B cBsI3u ¢ 3TUM, 11eNIbI0 HAIIIETO UCCIIe-
JIOBaHUSI OBUIO BBISIBUTH OCOOCHHOCTM KIMHUYECKOM
kaptunbl AJITTXK y pertunuenToB B mucte oxunanust TC
cepilia U MocJie Nepecasku cepaua.

Matepuan n metogbi
C auBaps 2010 o nekabps 2018rr B TUCT OXMIAHWS
tpanciurantaiuu cepaua (JIOTC) ®TBY “HMUL um.
B.A. Anmazosa” M3 Poccuu 0bu10 BKITIoYeHO 192 marm-
eHTa, n3 HUx AJIITXK mo xpurepusim Marcus F, et al.,
(2010r) obuTa MuarHocTupoBaHa y 4 [8]; uM Bcem Obuta
nposeneHa TC.

OlieHUBAMNCh PE3YIbTAThl CIEAYIONINX KIMHUKO-
WHCTPYMEHTAJbHBIX TTOKa3aTeNiell B paHHEM U OTHaJIeH-
HoM Tiepuonax mnociie TC B COOTBETCTBUM C JIOKATBHBIM
npotokosioM, puHATeIM B HMUILL num. B. A. Anmazosa:

1. KimmHnaeckwii craTyc;

2. JlabopaTopHBIIf KOHTPOJIb: KIMHUICCKUN aHAIN3
KPOBU C OIIEHKOI JIelKouTapHoit (hOpMyJibl, KOHIIEHT-
paluy UMMYHOCYTIPECCUBHBIX TIPENapaTos;

3. Cencubunusanusga Kk HLA antureHam metromom
TBepaodaszHoro umMmmyHodepmeHtHoro aHaiausa (MDA,
Luminex), Crermenr HLA-ceHcMOMIM3annum OleHUBA-
nack MetonoM MDA 1o MpoNeHTY MaHe b-PeaKTUBHBIX
antuten (PRA, %), mertonom Luminex — 1o ypOBHIO
dayopecuenumn (MFI). Bricoko ceHcnmOMIM3mpoBaH-
HBIMU cuuTaauch manueHThl ¢ PRA >10% u/wnmu MFI
>5000;
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Tabnuua 1

Kputepumn gnardoctuku AAMXK, BbiSBNEHHbIE Y UCCNIeA0BAHHbIX MALNMEHTOK

N2 Kputepuu gnartosa ALMK
Ne 1 ONCUOH BOSHa;
MHBEPTUPOBAHHbIE BOSHBI T;
>500 X3C 3a 24 y;
OMB (ocTaTouHble kapavomuoumTsl <60%).
Ne MHBEPTUPOBaHHbIE BOSHbI T;
XenynoukoBas Taxukapaus ¢ oTkinoHeHnem 30C BHU3;
OMBE (ocTaTo4Hble KaparoMMoLTLI <60%).
Ne 3 MNHBEPTUPOBAHHBIE BOJHDI T;
XenynoukoBas Taxukapams ¢ otknoHeHnem S0C BBepx;
OMB (ocTaTouHble kapavomuoumTbl <60%).
N2 4 ONCUIOH BOJHa;
MNHBEPTUPOBAHHBIE BOJHbI T;
>500 X3C 3a 24 y;
OMB (ocTaTo4Hble KaparoMMOLWTLI <60%).

MaTtomopdonornyeckoe nccnesoBaHme

XpOHMYECKNIA aKTUBHbIA MUOKapAUT
C BblpaxeHHbIM Grbpo3om MK, JHK
n MXn

ALMX, nponanc MK n TK

ALK

ALIMXK, NOCTMNOKapPANTUYECKIIA
Kapamocknepo3

Cokpawenus: ALK — aputmoreHHas avucnnasusa npaBoro xenynouka, XOC — xenynoukoBas akctpacucTona, JK — nesbiin xenynouek, MXIM — mexokenynoykoBas
neperopopaka, MK — mutpanbHblii knanan, MXX — npasbiii kenypouek, TK — TpukycnupanbHbiii knanad, 90C — anekTpuyeckas ocb cepaua.

Tabnuua 2

Pe3ynbraTthl reHEeTUYECKOro uccnenoBaHus

MauneHTbl [eHeTMYeckoe nccnenoBaHve Knaccudukaums BapmaHTa
B cootBeTcTBME C ACMG
Ne 1 MyTaums K 859R 1 T23321 B reHe nnakodunuHa (PKP2). BeposTHO naToreHHbIi
N2 2 BapwuaHT HykneotuaHol nocnepoBatensHocT B reHe LMNA (Chr1:156084943, rs727505038, MaToreHHbIi
NM 170707.3:c.G234T:p.Lys78Asn).
Ne 3 BapwaHT HykneoTuaHoi nocnenoBatenbHoCcTH B reHe SCN5A (Chr3: 38593004, rs199473282, BeposiTHO NaToreHHsbI
NM 198056.2:¢.C4859T:p.Thr1620Met).
BapwaHT HykneotvaHow nocnenosatenbHoCcTv B reHe DMD (ChrX:31747751, rs398124050,
NM 004006.2:c.C7657T:p.Arg2553Ter).
Ne 4 BapwuaHT HykneotuaHoi nocnepoBatensHocT B reHe MYH7 (Chri4: 23884630, rs rs200303340, BeposTHO naToreHHbIi

MYH7: NM 000257.4:c G5243A: p,Cys1748Tyr).

4. XoNTepoBCKOE MOHUTOPUPOBAHUE 3JICKTPOKAPINO-
rpamMel (DKT);

5. Dxokapmmorpadus (BxoKI') (Philips ie 33 matrix);

6. KapmuomyinbMoHalibHOe TecTtupoBaHue (Oxycon
Pro, I'epmanus);

7. DupoMmuokapauaibHbie ouoricuu (YMbB) — B Te-
YyeHue IepBoro roaa 1o 4-6 pas B rox, 1-2 roma — pa3 B 6
Mmec., nanee — 1 pa3 B 10-12 mec. PesynasraTtel DMB o1ie-
HeHbl 110 pekomeHmanmsam ISHLT [9, 10];

8. Koponaporpadwus — 1 pas/roxm.

OmnpeneneHne TEHETUYCCKOTO CIIEKTpa IIPOBOIMIHN
METOIOM CEKBEHMPOBAHMUS HOBOTO ITOKOJICHUS C TIPUME-
HEeHMeM IieIieBoii maHenu u3 108 TeHOB Ha OCHOBE METO-
nnku Haloplex Ha mpubope MiSeq ¢ mociaenyommM o -
TBEPKICHUEM METOIOM CeKBeHupoBaHUS 1o CeHrepy
B COOTBETCTBUU C TIPOTOKOJIOM, OTIMCAHHBIM paHee [11].
Krnaccudnkammo reHeTHIeCKIX BapuaHTOB ITPOBOIIIN
B COOTBETCTBUM C PEKOMECHOAIUSIMHN AMEpPUKaHCKOMN
Komnernn Menunmackoit ['eretnku (ACMG) [12].

PabGoTa BwITTOTHEHaA TIpy noaaepxkke rpanta CII6I'Y
11934817 n rpaaTa PODOU 19-015-00313. 10 BKIIOUCHUS
B HCCIENOBaHME y BCEX YYACTHUKOB OBIIO ITOJTYICHO

nHGOpMHUpPOBaHHOE cormacue. [laHHOe HCClIeqoBaHUE
BBITIOJITHCHO B COOTBETCTBUM C TIPUHIMIIAMHU XEThCUH-
ckoit [leximapanuu.

CraTuCTUYECKYI0 00pabOTKY MAHHBIX IPOM3BOMMIIN
¢ ucrosib3oBanueM TporpamMMel SPSS 21.0RU mirg OS X
Mavericks. YuutsiBasi Maiyo BBIOOPKY IAlMEHTOB, BCE
IaHHBIC TIPEACTaBIeHBI B Buae MenuaH (Me) u [MUHU-
MAaJIbHBIX ¥ MAKCUMAaJTbHBIX 3HAUCHMIA .

PesynbraTthl

C guaps 2010 o gexadbppb 2018rT OBUIO BBITTOTHEHO
112 TC, u3 Hux y 4 mauueHTOB XXEeHCKoro mona (46,5
[16;54] net), renesom XCH 6biia onpenenena AITTXK.
HnarHo3 0BT YCTAaHOBJICH TI0 COBOKYITHOCTU CTPYKTYp-
HBIX, THUCTOJIOTMYecKUX (puc. 1), aHamHecTndecknx u DKI
NAaHHBIX, B COOTBETCTBUU C KputepusaMu Marcus F, et al.
[8]. ITpu BeImomHeHUN DX0KI y Beex MalMeHTOK OB
BBISIBJICHBI OOJIBIIINE /WM Majible KPpUTepHH, a IIpU
MOP(dOIOTUIECKOM HCCIIeIOBAHNN 3KCIUIAHTHUPOBAH-
Horo cepmma — Oombimue Kputepuu AJITTK (tadm. 1,
puc. 1). Ilpu omenke DKI m maHHBIX XOJTEPOBCKOTO
MoHuTOopupoBaHusg DKI oTMedanmch XeIymOUYKOBBIC
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OCHOBHbI€ XapaKTepUCTUKU peunnueHToB Ao TC

N2 MaupenTol N2 1
MapameTpbl

1 BospacT, net 16

2 XCH, ®K (NYHA) \%

3 NT-pro-BNP, nr/mn 2958

4 Aputmin Mapokcuamebl T

T, X3

5 nakc -

6 VKA +

7 PYA -

8 VOzpeak, MJ1/MUH/KP 14,2

9 Ve/VCO, 446

Mokasarenu SxoKI

10 @B JIX (CumncoH), % 20

11 [IJ1A cucT., MM pT.CT. 25

KaTetepusauus npasbix OTAENOB cepaua

12 [J1A cucT., MM PT.CT. 19

13 JICC, en. Byna 2,3

Ta6nuua 3

N2 2 N2 3 N2 4
47 54 46
V=l V=l V=il
4580 - 2464
MocTosiHHas dopma PN TMocTosiHHas popma PN -
KT, X3 KT, X3 X3
+ R -
- + +
- KTn -
10,2 6,3 14,0

45 51115
30 18 17
45 40 26
40 24 20
2,64 0,75 2,59

Cokpauwienus: JJ1A cuctT. — CUCTONNYECKOE JaBEHVE B 1ero4HoN apTepum, XA — xenyaoykoBas akcTpacuctonus, VK — uMnnaHTMpoBaHHbIN KapavoBepTep-aedu-
6punnstop, JICC — neroyHoe cocyamctoe conpotusneHue, MKXT — napokcuamanbHas xenynoukoas Taxukapaus, MOKC — noCTOsHHbIA 3NeKTPOKaparoCTUMYNSTOP,
PYA — papumoyactoTHas abnauws, TN — TpeneTtanue npeacepaunii, PK — dyHkumoHanbHblin knacc no NYHA, ®B JIK — dpakuwms Boibpoca nesoro xenynoyka, @ —

dunbpunnaums npeacepanit, XCH — xpoHuyeckas cepaedHas HeA0CTaTOYHOCTb, VO2pea

HapyIIeHUST pUTMa pa3IMIHBIX Tpamalldii, a TakKKe WH-
BepPTHPOBAHHEBIC BOJHBI T B IpPaBBIX TPYTHBIX OTBEIC-
Husx (Tabu. 1). Y nByX malMmeHTOK AuarHo3 ObLT yCTaHOB-
seH no TC cepmlia, y ApYTUX ABYX OOTBHBIX — II0 PE3YiIb-
TaTaM THCTOJOTHMYECKOTO WCCICOIOBAaHUS HATHUBHOTO
cepnaua nocie TC cepmua.

Ienetnueckas mmpupona 3a06ojieBaHMSI OblIa YCTaHOB-
JICHAa BO BCEX OIMMCAHHBIX CIIydasix (Taoir. 2).

Oco0eHHOCTH aHAMHE3Aa H KJIMHMYEeCKOil KAPTHHBI

Jlebrom cepdeuno-cocyoucmoix 3ab604e6anuii 'y Tpex
MMAMEeHTOK OBUI TIPEACTABICH pa3BUTUEM apUTMHUU
n 'y omHoit — CH. IymmrenpHocTh XCH mo TC cocraBuia
ot 4 no 12 nmer. KonnyectBo rocnuraym3anuii 3a 1 rox
nepen BkmodeHHeM B JIOTC y maumeHTOK COCTaBWIIO
OT OIIHOI1 10 TpeX. B KauecTBe conymcemeyrowux 3a6o1e6a-
Huti y maureHTOK N2 2 1 N 4 OBLT BBIIBJICH He(PPOMITO3;
y mamueHTK Ne 3 — HedpocKiIepo3 u CTEHO3 IMpaBoOid
Mo4YeaHoit apTepnn; y mBoux (Ne 2, Ne 3) — 3aboseBaHMS
IMUTOBUIHON Kelle3bl M ayTOMMMYHHBIM THPCOUINT,
CcoOTBeTCTBeHHO. OCHOBHBIC XapaKTEPUCTUKU OOIHHBIX
MIpeACTaBJICHBI B TAOIMIIE 3.

Cemeiinbiit anamue3 Kapouomuonamuu OBIT BEISIBICH
TOJBKO Y TTAIIMEHTKN N2 3, y TOYKM KOTOPOU OBLT IeOI0T
®IT B Bozpacte 29 net. [To BxoKI ycTaHOBIIEHO CHILKE-
HUe TJI00aJbHOM COKpaTUTeIbHOI criocodoHocTtu JI2K
1m0 50% wHa done nerkoit auddy3HONH TMIIOKUHE3NH,
B OCTAJIbLHOM — 0€3 ocoOeHHOocTel. BrinmoaHeHa paauo-
YaCTOTHAs KaTeTepHasT U330 JICTOYHBIX BEH, B JaJThb-
HelimeM pasBuicsa peunnnB PI1. ITanmueHTKa HabIIOMA-
erca B ®I'BY HMUII um. B.A. AnmaszoBa MuH3apaBa

, — nKosoe notpebneHne K1cnopoaa, Ve/VCO2 — BEHTUNATOPHbIA 9KBUBANEHT.

Poccun. Ilo Hacrosimee BpeMsl IPOMOJDKAETCS aHTHU-
apUTMHUYeCKast 1 aHTUKOATY/ITHTHAS TePaITHs.

Ocobennocmu npebviganus ¢ JIOTC. mUTeTbHOCTD
npe6oiBanus B JIOTC cocraBuia ot 4 1o 684 nHeii (Mak-
CUMyM — Vy TAIIMCHTKU, HaXOOWBIIEICI Ha MeXaHMIE-
CKOI1 TTommepkKe KpoBooOpatmeHus). Ha MOMEHT BKITIO-
yenns B JIOTC y Bcex 6ompHBIX XCH 6b11a Ha ypoBHe [V
(byHKIIMOHAIPHOTO KJIacca, IIPOBOAMIACEH Tepalisl Topa-
ceMunoM (n=4), cnUpOHOJAKTOHOM (n=4), 6eTa-0610Ka-
topamu (n=4). [anmentkam Ne 1, 2 1 3 ObITM HA3HAYEHBI
WHTUOUTOPHI aHTHUOTECH3WHIIpEeBpaIalomero GhepMeHTa,
omHO# (N2 4) — aHTarOHMWCTBI PEIENITOPOB AHTUOTCH-
3MHA, HO OHM OBLIM B JaJIbHEHIIIEM OTMCHEHBI B CBSI3U
C CUMIITOMHOIT TUIIOTeH3MWEH. Y TpeX IMalieHTOK OBLIN
HaIXeIyIOYKOBEIe HapymeHus putMa (PI1, tpeneranue
npeacepauii), manueHTKe Ne 2 OBUT MMIDIAHTHPOBaH
TIOCTOSTHHEIN 3JIeKTpoKaparuoctuMyissTop VVI mo moso-
Iy CMHIPOMA CJIa00CTH CHMHYCOBOTO Y3714, ¥ OCTATbHBIX
(tabmn. 3) — xapmmoBeprep-aedudpuussTop (MK/I) ms
npodmraktuku BCC.

Hexommencanust XCH, morpeboBaBIiass THOTPOITHOM
TOAIEePKKH 1 TIepeBoa B OTAEICHNE peaHMAallii, ObliIa
y mareHTKy No 1; maiee B TeueHMe 3 HEll. e IpOBOIMIIN
9KCTPAKOPIOPATHHYIO MEMOPaHHYIO OKCUTECHAITUIO C T10-
clienyronieii MMIIaHTalUeld OMBEHTPUKYISIPHOM CHUC-
TEMBI 3KCTPAKOPIIOPATbHOM MEeXaHWYECKOI TMOMIepKKI
kpoBooOpamenus (MITK) Berlin Heart “EXCOR” [13],
KoTopas nponpoirkanach 250 cyt., Brutoth 1o TC. UHdex-
LIMOHHBIC OCIOKHEHUS (ITHEBMOHMS Y TAitMOPUT) pa3BU-
JINCh TOJIBKO Y 3TOM OOJILHOM.
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PesyabraTet OMB 10 1 roga

B RO
R
R

[]AMRI

Puc. 2. Pesynstatel 9MB nauneHToB.
Mpumeuanue: knetoyHoe oTTopxeHue (no ctenelsm — RO, R1, R2); rymopanbHoe oTTopxeHwue (no cteneHsm — AMR1, AMR2).

Ilo pesyasmamam HLA-munuposanus TaIIUCHTKA
No 1, Noe 2 u No 4 GbUTH BBICOKO CEHCHUOWMIM3UPOBAHBI
Kk antureHaM HLA I u/umu 11 xiracca. HLA-cercnOmmm-
zanust 1o TC 6bia BeizBaHa mpumeHennem MITK (Ne 1)
u 6epeMeHHOCThIO B aHamMHe3e (Ne 2, No 4). VY manmeHTKr
No 1 O6bI1a TOJTOXUTETBHAS TTPOOa Ha TIEPEeKPECTHYIO COB-
MEeCTHMOCTB (cross-match); eif TpoBeacHa 1eCeHCUOMITI-
supytomas Teparus [ 14]: 10 ceaHcoB KacKa HOM TJTa3MO-
dunbTpanum (1wasmacdepes), BBeIeH UMMYHOITIOOYINH
B mo3e 0,5 r/kr (cymmapHo 200 1), ITOCIe 94ero YpOBEeHb
npencyiiecTsyoiieit cencuounuzauum Kk HLA aHTure-
HaM cymecTBeHHO cHu3micd [14]. IMepen TC cross-match
peakmus y BCeX PEIUIMCHTOB ObUIa OTPHIIATEIHHOM.

Ocobennocmu TC u panrutl nocareonepayuoHHbL nepuoo.
TC Oplz1a BBIITOJTHEHA OT JOHOPOB XKeHCKOro moma (Me
Bo3pacrta =44,5 net [33;49]) 06e3 mucyHKINNT MUOKapaa
U CTEHO30B KOPOHAPHBIX apTepuii. [1pomomKuTebHOCTD
OIepaTUBHOIO BMEIIATEILCTBA cocTaBmiia 265-544 MuH
(MakcuMalbHO — Yy TAallMEHTKW, HaXOOWBIIeiics Ha
MIIK); mIuTeabHOCTb 3KCTPAKOPIOPaIbHOIO KpPOBO-
ob6pamenus — 100-360 muH. MHTpaorepaliMoHHOM 1 ro-
CIIUTAILHOM CMEPTHOCTH He ObLIO. PaHHWMIT mocieorre-
PpaIMOHHEII TIEPUOLL COTIPOBOXKIAICSI YMEPEHHO OMBEH-
TpuKyIsipHoit CH, ycrmenrHo KoppUTHpOBaHHOIT Memu-
KaMEHTO3HOi1 Tepanueil. VIHOTpoITHas moamepkKa po-
Bommiach B TedeHme 2-8 cyT. IlallMeHTHl HaXOMWINCH
B OoTHmeieHNM peaHmMmaumu 4-13 cyr. B teuenme 1 mec.
TTOCJIe OoTepalny Y manueHTK Ne 2 pa3BMIach IpeTaM-
IOHAMa Cepllla ¢ YaCTUYHBIM KOJIJIaOMpOBaHUEM IIpa-
BOTO TIpeacepansI U KojurabupoBanueM 12K, B cBs13u ¢ ueM
BBITIOJTHEHA (peHeCTpalns IIepuKapia.

Bce manmeHTKM TONydYaad YeTHIPEXKOMITOHCHTHYIO
MMMYHOCYIIPECCUBHYIO Tepanuio (MHTHOUTOPHI KaIbIIN-
HeBpMHA, MUKO(MEHOIOBasI KMUCI0Ta, TITIOKOKOPTUKOCTE-
pounsl (I'KC), 6asmnukcumad) [14], 0COOEHHOCTBIO
KOTOpOI ObUIa BHICOKAsT YYBCTBUTEIHLHOCTh B BUIC pa3-
BUTHUS arpaHyJI0IIMTO3a, KOTOPHIA OBLT YCIIEITHO IIPOJIe-

Pesyabtatet DMB 1-4 rona

B RO

B Rr!

] AMRI, AMR2

yeH. Bcem matmeHTaM IIpOBOIMIIOCH BBEACHNE KOJIOHNE-
CTUMYIHMpYIOIIEro dakTopa, W IOCIC PEemylpOBaHMUS
MMMYHOCYIIPECCUBHOIT Teparmmu (TIEpeBOI HAa COYCTaHUE
TaKpOJIMMYC+METHINPEIHU30JI0H) arpaHyJIO0INTO3 HE
peunauBupoBai. B cBI3M ¢ XpOHUYECKON JeHKOIIeHUEeH
W SOU30JAMM arpaHyJIOIINTO3a, IBE MAIIMEHTKU ITONYy-
YapT MUKOGEHOJIOBYIO KICIOTY B mo3e 180 mr/cyt. I1a-
nueHTKe No 3 muraHmpyeTcs IIpoBemeHHe KOHBEPCHUU
Ha 3BEPOJIMMYC B CBSI3U C IIPOTpecCHeii TTOYeUHOI MHC-
ynkuuu. Ha ¢oHe peaykuuu MMMYHOCYNPECCHBHOM
Tepanuu KPU30B OTTOPXKECHUS HE OBLIO. Y TMAIIMECHTKN
Ne 2, HaumHasI ¢ paHHETO ITOCJICOIePAIMOHHOTO TIePH-
oma, Ha3Ha4YeHUEe MUKO(PEHOJOBOM KUCIOTHI COIPOBO-
KIAJIOCh BEIpaXKeHHBIM CHIDKCHUEM YPOBHEH JIeKOIM-
TOB U HEUTPO(DWIOB, TTO3TOMY OHA TIOJIydaja Teparuio
koMOuHanmeit Takponumyca ¢ 'KC, kotopas cryerd 1,5
roga mocie TC, yIuThIBas TIPEACYIIECTBYIOIIYIO CCHCH-
ounmsanmio, arim3on AMRI1 Ha 4-i1 Hen. mocie TC u pa3-
BUTHE OCTEOIIOpO3a, OblIa 3aMEeHeHa Ha KOMOWHAITMIO
TaKpOJUMYC+3BEPOTUMYC.

Omoanennvtii nepuod nocae TC. Bpems HaOmoneHUS
nociie TC cocraBuino 30,9 (mmanazon 3,9-46,2) mec.
B ot cpoku nposgsinenuniit XCH ne 6vut0. Cpenu MH-
(EeKIIMOHHBIX OCJIIOXKHECHUNM HYKHO OTMETUTH Pa3BUTHE
y manueHTKH No 3 nByX BHEOOJIBHHYHBIX IBYCTOPOH-
HUX TOJHUCETMEHTAapHBIX THEBMOHUI, B T.4. MHBA3WB-
HOTO acIiepTmuIie3a JITKUX (IIpoBeIeHa Tepaltis BOPH-
KOHA30JI0M B TeueHUe 6 Mec.), KOTOpbIe ObLIM YCIICIIHO
mpoJiedeHBI. Takke y BceX OOTBHBIX MMEIM MECTO SITH-
30[IbI OCTPOIl pecnupaTOpPHOl BUPYCHON MHMEKILIUU,
OCTPOTO OpPOHXWTAa U/MIM CUHYCUTAa B OCEHHE-3MMHUE
TICPUOIEI.

Mornumopurne ommopcenus. I1o pe3yrsraTaM ITOBTOP-
HeIXx OMB 10 1 roma (n=25): gyacrora cirygaeB RO — 64%
(n=16), R1 — 20% (n=5), R2 — 8% (n=2), AMR1 — 8%
(n=2); mocne 1 roga (n=14): RO — 71,4% (n=10), R1 —
14,3% (n=2), AMR1 u AMR2 — 14,3% (n=2) (puc. 2).
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25 7
20
£
2 15
[
e
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=
i 10 o
S
>
5 —
0 - : : : )
Nel Ne2 Ne3 Ne4
A TTaumeHThI

B oT1C

. 6 mec. mocae TC

1 ron nocne TC

Puc. 3. PeaynbraTbl NMKOBOrO NOMIOLWEHUs K1Cnopoaa (VO2peak
efnHnuax; b — anHammka VOZpeak B MPOLEHTE OT UCXOAHOr0 3HAYEeHNS.
CokpaweHue: TC — TpaHcnnaHTauus cepaua.

) N0 A@aHHLIM KapAvopPECNMPaToOpHOro TecTa y naumeHToB ¢ ALMK: A — guHamuka VO

160 -

140 -

120

2peak

100 A

80

60 -

% nipupocta VO

40 -

20

o | 8

Nel Neo2

Ne3 Ne4
B IManueHTsI

Tlepuon nocne TC:

. 6-12 mecsnieB

. 6 mMecsLeB

B aBCONMIOTHbIX
2peak

Pe3ynbratbl 3xoKI yepes 1 rog nocne TC

Ne OB K, % [J1A cucT., MM PT.CT. KOO, mn
1 59 31 52
2 60 28 78

59 33 60

Ta6nuua 4
KCO, mn N, mm nn, mm FAC
22 33 42 43
31 45 46 37
25 45 54 51

Coxkpawenusi: KO — koHe4yHo-anactonmnyeckuii 06bem, KCO — KoHeuHo-cucTonnyeckunii o6vem, JINM — nesoe npeacepave, MM — npasoe npeacepave, FAC —

fractional area change.

Bce smmzombl kmeTtouyHOro orTopxkeHms (R2) Obum
IMATHOCTUPOBAHKI B TCUCHME TIEPBOTO Mecsiia rmociie TC
B Tepuod IToH0Opa MMMYHOCYIIPECCHUBHOTO pEXMMA.
B cirygae pa3BuTHsa Kpusa OTTOPKEHHS (OCTpOE KIIETOU-
Hoe oTTopxkeHMe R2, prcyHOK 3) mpoBOmWIACH MYIIBC-
teparmusg ['KC (MeTHITIpeTHU30I0HOM) C TIOJIOXUTEIb-
HBIM 3D deKTOM MO pe3yabraraM KOHTPOIbHBIX DMB.
3a BpeMs HaOTIomeHUS OT 1 1o 3 JIeT TyMOpaJIbHOE OTTOP-
JKeHMEe OBUIO BBISIBIICHO TOJIBKO Y MalMeHTK No 2 mpm
orcyrctBun HLA-ceHcuOwnIu3zamyuu M OTpulLIATeIbHOMN
muHaMUKA 10 pesyiabratam OxoKI. Bo Bcex crmydasx
TEUCHNE OBLIO OECCMMITOMHOE M HE COIPOBOXKIAIOCH
muchyHKImeir Muokapaa mo gaHHBIM OxoKI. Yepes 1
rox mociie TC y manmeHTKI N2 1, UMeBIIIe IIpeacyIecT-
BYIOILLYIO CEHCUOUIM3alMIO, BbIsIBJIEHO HapacTaHue PRA
10 53,3% (monop-Hecneuuduunsie anturena kK HLA 11
KJIacca) MPH OTCYTCTBUM KIJIIETOYHOTO M TYMOPaJIbHOTO
OTTOPKCHMSI; OTpULIaTeIbHOM muHaMuku DxoKI moka-
3aresieil He ObL10. [IpoBeneHue neceHCuOMIn3npylolei
Tepanuu He TpeboBayocs [13].

ITo pesynpraTam KopoHaporpaduu y 3 u3 4 peunm-
€HTOB, JaHHbIX 3a BACKYJIOMATHUIO ajiorpadTta KOpoHap-
HBIX COCYNTOB HE OBUIO TIOTyYEeHO.

Junamuka cmpykmypHo-@yHKUUOHANbHBIX NOKA3ame-
Aeil muoxkapoa u gusuueckoil pabomocnocoonocmu. Yepe3s 1
ron mocie TC mo pesymsrataMm DxoKI dynxkmusa JIK
ObUTa B mpenenax HOpMBI (Tabi. 4). Cpok HaOMIOACHMS
nocie TC manmenTku Ne 4 He moctur 1 roma, B CBI3U
C YeM ee JaHHbIe He ObLIM BKJIIOYEHBI B TAOIMILY.

Ilo pesynbraraM KapauOpPEeCUHXPOHU3UPYIOLICH
tepanuu, yepe3 1 rox mnocie TC BBISIBIEHO OXKHIAEMOE
yBEJIMYEHUE TOJIEPAHTHOCTH K (PU3UYECKOil Harpyske
[0 CPaBHEHMIO C HAHHBIMM [0 OIlE€pall, OTMEYeHA
MOJIOKUTENbHAS nTuHaMuKa VO . (16,3 ma/MuH/Kr
(mmamaszon 15,7-20,5 wur/mMuH/KT), 65% (mmamasoH
46-75%) OT NOJKHOM BEIMIUHBI) U Ve/VCO, (37,1 (ana-
na3oH 30,0-42,8)) (puc. 3).

Y nByx peummueHToB (N2 2, No 3) mocie TC Oblna
3aperCTPUPOBAHA YacTasl XKeJIyI0uKOBasl 9KCTPACUCTO-
mmst (KD), B CBSI3M ¢ UYeM IIPOBOIUTCS aHTHAPUTMUUC-
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CKasl Teparusi COTaJI0I0M C IOJIOXKUTETbHBIM 3((HEKTOM.
C 1enplo ypeKeHUs] 9acTOTHl CepHEUHBIX COKpAIeHMI
TepecakeHHOTo cepAlla y mauueHTK Ne 1 TTpoBomuTCs
teparmusa MBadbpamuaom (10 MT/CyT.), IOCTUTHYTBIN ypO-
BEHbB YaCTOTHI CEPICUHBIX COKparieHit — 90-105 ym./MuH.

00cyxaeHue

bonee yuem B monoBuHe ciydyaeB AJIII2K BBISIBISIOT
IMaTOTCHHBIC BapWaHTBI B HauMbojee TUIMMYHBIX TeHaX
IecMOCOMHBIX OenkoB (DSC2, DSG2, DSP, JUP, PKP2,
TMEM43). Mytamnum xe B TeHax CTNNA3, DES, LMNA,
PLN, FLNC, RYR2, TGFB3, TTN ipu AIIITX onpenens-
JOTCS 3HAYUTEIHHO peXe M Jallle IPEenCcTaBICHBI B BUIE
OTHENbHBIX KIMHWYecKnX omucaHuii [1]. Cpemnm mpen-
craBlieHHBIX TauueHToK ¢ AJIIT2K, mepenecmmux TC
B CBSI3M C Pa3BUTHEM 3HAYMMOI CHCTOIMYECKON IHC-
¢dyHKuMK 1 BoBiieueHueM JIZK, TOJIbKO y 0aHOI 00JIbHOM
OIpEeNeIISUINCh TIPUYMHHBIE BapUAHTHI B IECMOCOMHBIX
TeHax, P 3TOM Y MAIMEHTKHA OTMEJAIOCh OMHOBPEMEH-
HOe TIPUCYTCTBME IBYX YHUKAJIBHBIX BapHaHTa TeHa
PKP2, 4T0, BO3MOXHO, U IBUJIOCH TIPUYMHON MaHU(e-
cranuy 3a0oeBaHUs 10 18 J1eT M OBICTPOro BOBIICUCHMS
B nipouiecc JIZK. B ocTaabHBIX TpeX OMMCAHHBIX CIIydasix
npuunHoit AJITT2K OblIu maToreHHbIe U BEPOSITHO MAaTO-
TeHHBIC BApUAHTHI B TeHAX CTPYKTYPHBIX OCIIKOB, OEIKOB
MOHHBIX KaHAJIOB ¥ TEHOB CapKOMEPHBIX 0eJTKOB. TakuM
00pa3oM, MOXHO TIPEOITOIOXHUTh, YTO Pa3BUTHE CUCTO-
nunyeckoit pucdynkumnu JIZK ¢ He0OX0MUMOCTBIO BBITION -
HeHust TC MoXeT OBITh aCCOIMMPOBAHO C OCOOEHHBIM
TCHETUYCCKUM CIICKTPOM 3a00JIeBaHMSI, a HaJINdue
y nauueHToB ¢ AJITT2K nmatoreHHBIX BapuaHTOB B HENO-
CMOCOMHBIX TeHaX SIBIISICTCST (DaKTOPOM pHCKa BKITIOUEC-
HuA Takux nanueHTos B JIOTC.

YauTeIBas pUCK HACAETOBAHMUS TCHETHUUECKOM ImaTo-
JIOTUU Y POACTBEHHMKOB, a TaKXKe IIMTEIBHOE OeccrM-
NTOMHOE TeueHue 3a001eBanus1, npu BeisiBeHnn AJITT2K
HeoOXommMo 00CJIemoBaTh PONCTBEHHUKOB IAIIMEHTOB:
Dx0KT, xontepoBckoe MoHuTopupoBanue DKI, a Takke
TeHOTUITMPOBaHUE [2, 3], YTO MOATBEPXKIACTCS pe3yabTa-
TaMH HaIIIeTO MCCIIeIOBaHNS.

B nacrosiiee Bpemst ipu AJITT2K pekomeHnoBaH nep-
COHNU(DUIIMPOBAHHBIN TOOXOMN, BKIIOYAIOIINIT IIPOGH-
JIAKTUKY CHHKOIIE W BHE3aITHOI CepIedyHOil CMEepTH:
aHTHAPUTMHUYECKNE TIpermapaTsl 1 uMIutanTanmio MK,
a TC paccmaTpuBaeTcsl Ipu IIPOTPECCUPOBAHUHU TIPABO-
i JeBoxenynoukoBoit XCH, B T.4. 1 OMBEHTpUKYIISIp-
Hasl, C pa3BUTHEM IUJIATAIMOHHON KapaIruoMHUoIaTh [1].

Corracao Gesaro GD, et al., TC gaBnsetca apdex-
TUBHBIM METOAOM JiedeHUs TauueHToB ¢ AIITXK npu

passutun XCH 1 maeT BO3MOXHOCTD TTOATBEPOUTH AUa-
rHo3 nmatomopgoaorndyecku [6]. B 2017r 6bu10 o1myoIm-
KOBaHO ITIepBOE KPYITHOE HCCIICIOBaHUE, B KOTOPOM
6onpHbie B JIOTC OBIIM pasmelieHbl Ha 2 TPYIITHL:
¢ AITI2K (73 u3 35138 mamueHToOB) U OIPYTUM TEHE30M
XCH (umemuyeckast 60JIe3Hb ceplla, TuIaTalliOHHAsS
KapauomuoraTus u T.4.). [pymnma maumenTos ¢ AJITTK
XapaKTepHr30Bajach MEHBIIEil YaCTOTOM IPUMEHCHUS
MIIK, ©6ojiee HM3KMM JIMACTOJUYECKUM JaBJI€HUEM
B JICTOYHOI apTepuu M OaBJICHUEM 3aKJIMHUBAHUS
JICTOYHBIX KaMWJUISIPOB II0 CPAaBHEHMIO C MAllMCHTaAMU
(p<0,001) [5]. CoracHo ombITy Hamrero LleHTpa, ogHO#
W3 YeThIpeX MalnmeHTOoK 10 mpoBeacHs TC moTpeboBa-
smace MITK [13].

ITo pesynwratam Jacobson P, et al., anemus u neiiko-
TMEeHNS, THAYINPOBAaHHBIC MUKO(EHOIaTa MO(ETUIIOM,
MOTYT OBITH aCCOIMUPOBAHBI C OMMHOYHBIM HYKIJICOTHI -
HBIM ToyimMopdusmMoM [15]. B Hacrogiee BpeMsT maH-
HBIX O TOM, €CTh JIM B3aUMOCBSI3b MEXKITy TeHETUUCCKIMU
MyTaLlMSIMU, MpUuBoOAIIIUMHU K paszsutuio AJATTXK, u He-
00XOOIMMOCTHhI0 MWHUMM3ALMA WMMYHOCYIIPECCUBHO
Tepanuu, HegocTaTouHo. 1o HammM pesyinbraTaM BCEeM
yeTbIipéM nauueHTam ¢ AJIIT2K morpeboBanace MUHUMM -
3amus Tepanuy (mo3a MUKO(MEHOJIOBOM KHUCIIOTHI CHH-
keHa 1o 180 Mr/cyT.), 4TO HE COIPOBOXIAIOCH pa3BU-
THEM OTTOPXKCHUS TpaHCIUIAHTaTa B OTHAJICHHOM IIEpH-
one HabmoaeHus. HeoGxonuMo MpoaokKuTh U3ydeHUe
IAHHOM OCOOCHHOCTH Ha OOJIBIIIe KOTropTe PELMITHCH-
TOoB nociie TC cONMMIHBIX OPTaHOB.

3aknioyeHue

AJIITXK penkoe 3abojieBaHME B CTPYKType TeHe3a
tepmuHanbHO XCH y 6onpHBIX B JIOTC. Heobxonnma
IWATHOCTHKA JTaHHOI MATOJOTHU IJISI CBOCBPEMEHHOTO
OKa3aHUsl MOJHOLEHHOW BBICOKOTEXHOJOTMYHOM TO-
momu (MK, TC). CorinacHo HammM pe3yiabTaTaM,
B JICCMOCOMHBIX T€HaX TOJIBKO Y OTHOI M3 YeTBhIpEX ITa-
UECHTOK OINpPENesUINCh TPUIMHHBIC BapUaHTHI Kap-
OTUOMUOTIATAM, a HAIMIME IBYX YHUKAJIBHBIX TCHETUIC-
CKUX BapMaHTOB B TreHe PKP2 Habmomansoch TOIBKO
y 00JIbHOI1 meTcKoro Bo3pacta. OCOOCHHOCTHIO BEICHUS
nociae TC ObIIO pa3BUTHE arpaHYJIOIIATO3a, YTO CIIe
pa3 IomYepKMBacT HEOOXOAMMOCTH IIePCOHU(PUITIPO-
BAaHHOTO TIOAXOJAa K MOIOOpPY MMMYHOCYIIPECCHBHOM
Teparnu.

OTHomeHNd U AeaTeJbHOCTh. PaboTa BEITIOTHEHA TP
nonmepxke rpanta CIIOI'Y 11934817 u rpanta POOU
19-015-00313.
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