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- 1%; c/s1 Hetimpodunvt — 42%; 203urodunvt — 2%; AumMpoLumol Kongnuxm unmepecos. Aemopuvl 3aseénsgiom 06 omcym-
47%; monoyumul — 8%. CMBUU KOHPUKMA uHmepecos.
Takum 06pasoM, IpeAcTaB/IeH CIy4ail TPAaH3UTOPHOTO Mue- IIpospaunocmv uccmedosanus. Viccnedosanue He umeno

nonponudepaTuBHOro paccTporicTa Ha poHe cuHipoMa JlayHa,  choHcopckoti noddepxicku. Vccnedosamenu Hecym NOmHyw om-
reMaTONOTMYeCKNe IIPU3HAKM KOTOPOro OOHApYXKEHBI Cpady  GemcrnéeHHOCMmb 3a npedocmassieHue OKOH4AMeNvHOl eepcuul
HOC/Ie POXKAEHNA peOeHKa IO JaHHBIM KIVHIYECKOTO aHAM3a  PYKONUCU 6 neuamp.

kposu. Crrycts 3 MecsAla II0C/Ie POXK/IEHMA I'eMaTONOTMYecKye Hexnapauus o punancosvix u unvix 63aumodeticmeusx. Bee
[OKa3aTenn HopMami3oBamuch. OnHako ¢ MapTa 2016 I. (lTogu  asmopul npuHumany yuacmue 6 paspabomxe KoHuenyuu u ou-
7 Mec.) y pebeHKa HaMeTI/IACh TEHZIEHIIVA K CHYDKEHWIO TPOMOO-  3aiiHa uccne0o8anus u 6 Hanucanuu pyxonucu. OkoHuamenvHas

LIIITOB, 4TO TpeOyeT Jja/IbHENIIero fMHAMUYECKOTO HAOMIOeHUsT  8epcus pykonucu Oviia 0000peHa écemu asmopamu. Aemopul He
1 06C/IefoBaHNs, YUUThIBAS (AKT IOBBILICHHOTO PICKA PA3BUTUSA  HOMYHANIU 20HOPAP 3a UCCTIe008aH Ue.

Jnefiko3a y jereil ¢ cuHApoMoM JlayHa Ha GOHE TPaH3UTOPHOTO Pa6oma nocmynuna 6 pedaxyuro: 12.01.2016 .
MuernonpondepaTuBHOro 3aboneBaHms B TedeHne 3-4 jeT.
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Pestome. Juctpoduyeckas muoronns Poccomumo-1IlItertnepra-Kypumana (auctpodudeckas MMOTOHMA 1 THIIA) — 3TO
HAaCTIe[ICTBEHHOE, MYIIBTUCUCTEMHOE 3a60/IeBaH1e, KOTOPOe HapAAy C MOPaXKeHNEM CKeTIeTHON MYCKY/IaTypbl IIPOSBIACT-
¢ HapyuleHMeM (yHKLMM M CTPYKTYpPbl Pas3/MYHBIX OPTAHOB 1 CUCTEM M XapaKTepU3yeTCs BapuaOeIbHOCTbIO KIMHM-
YeCKUX MPOABIEHMI, IPOTPECCUPYIOIIMM TeYeHNEM, PaHHel MHBaMIUAN3ALMEN M CMEPTHOCTDIO. VI3 MpakTUKU KIMHUKI
HEpPBHBIX 60JIe3Hell IIPeCTaB/IeH KIVMHNYEeCKIIT CTydall O3 el JUaTHOCTUKY AuCcTpodudeckoi MuoTonuu Poccommo-

HIrerinepra-KypuimMaHa y >keHIIMHBI Bo3pacToM 51 rof,.

KimoueBbie cnoBa: micrpodudeckas myuoronnsa Poccomumo-Ilteiinepra-Kypiumana, aucrpodudeckas MUOToHNA 1

THUIIA, MUOTOHNYECKUIL CUHPpOM.

A CLINICAL CASE OF LATE DIAGNOSIS OF ROSSOLIMO-STEINERT-CURSCHMANN MYOTONIC DYSTROPHY

Y.N. Bykov, Y.N. Vasiliev, O.P. Panasyuk, A.C. Yangutova
(Irkutsk State Medical University, Russia)

Summary. Rossolimo-Steinert-Curschmann myotonic dystrophy is an inherited and multisystem disease that attacks
the various organs and organ systems and causes damages of skeletal muscles. This disease is characterized by variability in
clinical manifestations, progressive course, early disability and mortality. The article presents a clinical case of late diagnosis
of Rossolimo-Steinert-Curschmann myotonic dystrophy in 51 year old woman.

Key words: Rossolimo-Steinert-Curschmann myotonic dystrophy, myotonic dystrophy, myotonic syndrome.

Iuctpoduueckas  mumoroHus  Poccommmo-Ilreitnepra-
Kypumana (gucrpodudeckass MUOTOHMA 1 THIIA) — 9TO HAC/IEN-
CTBEHHOE MYJIBTHUCUCTEMHOE 3abojieBaHMe, KOTOpOEe Hapsfy C
MOPAKEHNEM CKEJIETHOM MYCKY/IaTypbl MPOSIBIAETCA Hapyllle-
HIteM GYHKIMHU ¥ CTPYKTYPBI PA3TNIHBIX OPTAaHOB U CHUCTEM, I
XapaKTepusyerca BapuabelbHOCTbIO KIMHUYECKUX IIPOsBIIE-
HUL, TPOTPeCCUPYIONIVIM T€YEHNEM, PAHHEN MHBAMNAN3ALEN 1
cMepTHOCTBIO [1,4]. Berpewaemocts 3abomeBanus — 3-5 cayda-
eB Ha 100 TpIc. HacenmeHyA. ucrpodpudeckas MUOTOHMA 1 Tuma
(M]T 1) oTHOCUTCA K TPYyIIIe MyTaluii C yBeIWYeHUEM YMCTIa
(9KcmaHCHelt) TPUHYKICOTUSHBIX IIOBTOPOB LMTO3MH-TUMUH-
ryanupusaa CTG B reHe fucTpopUHMUTOTOHMHIIPOTEHNKIHA3BI
Ha xpomocome 19q13. 3aboneBaHne HaCIeLyeTCs IO Ay TOCOMHO-
TOMMHAHTHOMY TUITy ¥ XapaKTepPU3YeTCsA BBICOKON NEHeTPaHT-
HOCTbIO MyTAaHTHBIX a/UTefIeit 1 (eHOMEeHOM aHTUIUIALuI — 60-
Jlee paHHNMM Ha4yajloM U HAapaCTaHMEM TSKeCTU CHMIITOMOB 3a-
6o/eBaHMsA B CeMbe B ITOC/IEAYIOIIMX OKOMEHNX [1].

ITaTorenes 3aboneBaHuA ocTaeTcsA HeACHBIM. Ilo Meropyke
CBETOBOII MUKPOCKOIINY YaeTCs OOHAPY>KUTD COYETaHVEe aTpo-
GMPOBAaHHBIX ¥ TMHEPTPODMPOBAHHBIX MBIIIEYHBIX BOJIOKOH,
paspacTaHue COeAMHMUTENIbHONM TKaHMU, 3aMellleHMe MbIIIeYHOI
TKaHM J>KMPOBOI M COeNUMHUTEeNbHON. IlepBble mpusHaku 3a-
6oneBaHMsA OOBIYHO npoasnATca B 10-20 e, 31O coyeTa-
HIUEe MUOTOHMYECKUX, MMONATUYECKMUX, HEMPOSHIOKPUMHHBIX U
CepIeYHO-COCYAMCTBIX HapyuleHui. MMOTOHMYECKMIA CUMIITO-
MOKOMII/IEKC TIPOSAB/IAETCA MBINIEYHBIMM CITa3MaMM, MOBBIIIEH-
HOJT MeXaHIYeCKOI1 BO30YAMMOCTbI0. MIOIaTH4eCKnit CHHEPOM
HPOSAB/IAETCA MBIIIEYHBIMU aTPOGUAMYU IPEUMYLIECTBEHHO B
MBIIIIAX JNIA, IIEN, AUCTATTbHBIX OT/IENIOB KOHEYHOCTEN, TOBBI-
IIEHHO! MBILIEYHOI YTOM/LIEMOCTbIO, cabocTbio. HavambHbie
IPU3HAKM MMOTOHMYECKOI JUCTPpOouy Bapbupytor. MHOTOHUA
BHayajie BbIAB/IAETCA TOMBKO IPY CIEMAaNTbHOM TECTUPOBAHUM.
Mpbl1ieYHble MOfEPrUBAHNA U CTA0OCTh OOBIYHO aCHMMeTPHU-
HbI. MBIIIEYHBIN TOHYC CHVDKEH, CYXOXXW/IbHbIE Ped/IeKChl PaHO
yracaior. Hepenko MMOTOHMYECKON AUCTPO(UM CONYTCTBYIOT
pas/nMyHble SHIOKPYHHBIE ¥ BET€TaTMBHbIE HAPYIIEHNUsA, Ta UK
UHasA CTeIeHb MHTEe/UIEKTYaIbHOI HelOCTaTOYHOCTH [2].

InarHoctuka 6Gasupyercs Ha XapaKTEPHDBIX KIMHMYECKUX
MIpOAB/IEHNAX U ceMeitHoM aHamHese. DHMI BoiaBnger Muoro-
HIgecKyte heHOMeHbI, MIOIATNIeCKIe TIOTEHIINAIBL I He6O/Ib-
mue npusHaky jgeHepsaryn. JHK-aHamm3 oOGHapyxuBaeT yBe-
JIMYeHMe YUCIa TPUHYKICOTUIHBIX IIOBTOPOB, OH MOXET OBITh
UCTIONb30BaH JI/ISl BBIAB/IEHMA aCUMIITOMHBIX MTAIMI€HTOB U TIPO-
BeJieHNsI IPeHATATbHON AMAarHOCTHKY [3].

MBI IpeficTaB/AeM pefKoe KIMHIYeCKoe Hab/oieHe 03/ -
Hell NUArHOCTUKY AFUCTpodudeckoil MuoToHuMu Poccommmo-
[IreitnepTa-Kypurmana.

Bonmvnas A. 51 200, 25.05.2016 e. nocmynuna 6 Hesponozuye-
ckoe omodenerue I'BOY BIIO MITMY Munsopasa Poccuu ¢ sano-
bamu Ha: cnabocmv 6 HO2AX U 6 KUCHAX PYK, NOXyOaHue Mol
2onenetl, 3ampyoHeHue paseUbAHUS CHAMbBIX 6 KYIAK NAbues,
nepuoouueckoe 06oeHue 6 21a3ax, HACHble NONePXUBAHUT HUOKOTI
nuwetl, NpueyueHHOCMy, 0XPUNTIOCHb 20710CA, BbIPANEHHYI0 00-
Wy cn1abocmo, NOBLIUEHHYIO YIMOMIAEMOCHb, NePUOOUUECKYH0
HoWWY0 60716 6 71e601i NONOBUHE 2PYOHOLI KAEMKU, OusyuleHue
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nepeboes 6 pabome cepoua.

Cnabocmv 6 HUNHUX KOHEHHOCMAX U 8 KUCMAX PyK énep-
8vle cmana ommeuams 6 8o3pacme 32 siem, 60 épems 6Mopoii
bepemennocmu (umeem 08yx co8epuieHHONEMHUX Oetmetl, poousa
CamocmosmensHo, 6e3 OC/IONCHeHUIl), 3HaUeHUe IMOMy He npu-
dasana. IlocmenenHo 6onvbHAA Ccmana ommeuamv Hoxyoauue
OUCmManvHovlx 0moenos Hoz U HApACManue c1aboCmu 6 HUMHUX
KoHeuHocmAx. B meuenue nocnednux 3-x nem nocne cmpeccosoti
cumyauuu (cmepmo mamepu) ommeuaem yxyouienue — c1a60cmob
6 HO2aX U 8 KUCIAX PyK cmana 607ee 8blpareHHOl, HAPYWUIace
noxodka (usmeHrerue noxo0Ku OKpyHaroujue Cmany Omme4ams ¢
2009 2.). B anpene 2016 e. 6vin0 npogedero: MPT eonoenozo mosea
om 19.04.2016 2. - mHoxecmeeHHble OuPPy3HO-04a206ble UIMEHE-
HUS 6e71020 6eu4ecinea 6OMbUAUX NOLYUAPUTI 207106H020 MO32a OUC-
mpoguueckoeo xapaxmepa, HapyxcHas eudpovedpanus. MPT wieii-
Hoeo omdena no3soHouHuxa om 19.04.2016 e. — OeceHepamueHo-
oucmpoguueckue UsMeHeHUs uleliHoz0 omoena no360HOYHUKA,
dopsanvhvle npompysuu mexnoseonxosvix ouckos C, - C - C,
- C,, - C,,» cnonouses, cnoHounoapmpos, pempocnoHousonucmes
Cm, CV I cmenenu. MPT nosicHuuno-Kpecmu08020 omoena no-
36oHouHUKa om 19.04.2016 e. - dezenepamueHo-oucmpoguueckie
USMEHEeHUS NOACHUYHO-KPECMU06020 0mMOend No360HOUHUKA:
dopsanvHvie NPOMPY3UU MeHN0360HK06bIX Ouckos L, - L, - S,
CNOHOUNe3, CHOHOUTIOAPMPO3. DNIEKMPOHEPOMUOPAPUS He NPo-
600UnACD.

Pocna u passusanacy HopmanvHo. B wikonvHole, cmydendeckue
20061 3AHUMATIACH TILIHCHBIM, KOHbKOOeNHbIM cnopmom. Pabomana
pacosuguxom 6 anmexe, OexypHbIM NO CIMAHUUL. SAMYHEM, UMeem
2 Odemeii: coin 19 nem, 0ouv — 25 nem. Co cn06 601010 aHanouy-
Hole cumnmomul (MeHee 8blpaeHHble) OMMEHAIOMCS Y POOHOTI ce-
cmpot (803pacm 56 nem), cecmpa He o6cnedosana. Jlemu 300posoi.
PodcmeeHHuKu co crmopoHbL 0mua u mamepu 300p0o6bl, €O C7106.

IIpu nocmynnenuu: 06usee cocmosHue yoos/1emeopumensoe,
co3Hanue ACHoe, NosoMHeHUe AKMUBHOE.

Tonwvl cepoya apummuunvie, npuenyuientote, AJl 110/60 mm
pm.cm., nynoc 85 6 munymy. [loixanue 8e3uxynsapHoe, mun ovixa-
Hus 6prowinoti. Xapakmeper 6HeuHULL 6UO0 HAUUEHMKU: 2UNOMPO-
pus 1UYes01 U HesamenvbHOT MyCKyNAMY Pbl, 3aNA6ULLE UCOUHDIE
8MAOUHDL, OKUUNUIMONEMANbHOe PACNONONeHUE YUIHbIX PAKOBUH,
npupocuiie MO4KY, NPOZHAMUSM, HUSKULL POCH 60710C HA Uiee;
BLINAUEHHDLI KNepeou HUB0M, CIMPUL 8 NOACHUUHO-KPECI,060M
omoene u 6 06nacmu g200ul; OU30HMO2eHe3 NO3BOHOUHUKA: KO-
pomKutl wetinolli 0moesn no3B0HOUHUKA, KUPo3 uieiiHo-epyoHo20
0maoena no360HOUHUKA, eUNePIOPO03 NOACHUUHO20 Omdend, dase-
KO pacnonodiceHHble 10NamKu.

Hesponoeuueckuti cmamyc: Obonsnue 6 Hopme. Ilons 3perust
He oz2panutenvl. 3pauKu pasHvle, Kpyanvle, y3Kue. 3pauKosvle peax-
UUU HA C6em KHUBble, PeAKUUU HA KOHBEP2EHUUI0, AKKOMOOALUIO 6
nonHom o6veme. Snemermol nezkozo nmosa. Inazodsuezamenvrvix
Hapyuwienuti Hem. yscmeumenvHocmo HA Uye — He HAPYuleHa,
mpuzeMuHAanvHble mMo4ku Oe3bonesHeHHvle. JTuyo cummempuy-
Hoe, c1abocmy KPy2o08blx Mbludy, 2A3d, CMbiKAem 6eKu Hensom-
Ho. Hucmaema nem, cnyx nopmanvrviil. Jyxcxu cummempudrivle,
CMOAM HU3KO, NOOBUNHVIE NPU POHAUUY, 2I0MOUHDILL pedrieKc
HUB0il. Peuv ousapmpuunas ¢ HOCO8bIM OmmeHKoM, Oucazuu



Hem. S3vik — nO cpedHeti UHUU, ampoPuu, GUOPUNTAUULL Hem.
Pegpnekcos opanvroeo asmomamusma — Hem. QyHKUUS mpaneyu-
€6UOHDLX, 2PYOUHO-KTIOHUUHO-COCUEEUOHDBLX MbIULY, He HAPYUIEHA.
AKmusHble 08UNEHUS OMCYMCMBYIOM 8 CONax, 02paHuUeHsl 6
Kucmsx — Hes08Ko nepebupaem nanvypvt pyx. B npobe bappe pyxu,
Hoeu yoepucusaem. Cuna Moy, 6 NPOKCUMATIbHBIX 0OMOeNax pyK u
Hoe 5 6ann08, 8 Kucmsax — 3 6anna, OuHamomempusi — 8 6annos ¢ 2-x
CIOPOH, 8 CMONAX — «CBUCAIOWAS cmona». Tunompodus muiuiy,
2oneHell, cmon, eunompoPus Moluly, 6 001ACMYU MEHOPA U 2UNO-
meHopa obeux Kucmeti, 3anasuiie MeInanvuesvle NPOMeNymxu
Ha kucmax; Tonyc muiumy, — cHuxceH. Muomonuueckas peakyus
npu CHAMUU NATbYes 6 KyAaK U UX pacnpsamsieHue, nosmopHovle
MblUleUHDIE COKPAUEHUS CONPOBONOAIOMCA yMeHbULEHUEM Cine-
neHu 8ulpadeHHOCMU MUuomoHuueckoi peaxyuu. CUMNIMOM Mbl-
weuHozo sanuka Ha s3vike. CyxoxncunvHole pedriekcol ¢ pyK: Kap-
nopaouanvHvle Husvle, pasHovle, ¢ OULENCA OHUBTIEHDI, PABHDIE, C
mpuyenca jxusvle, pasHole; KoneHHvle 0xcusneHsl, D=S; axunnosot
abs. Ilodowsenvle He 6vi3vi8atromcs. Ilamonozuueckux pegrnexcos
Hem. bprownvle perexcul susvte, pasHoie. Tunompodus moiuiy,
Kucmeti n1eeko 6biPaNEHHAS, BbIPANEHHAT SUNOMPOPUSL Mblul
eoneneii u cmon. Ilanvyenocoseas npoda, NAMOUHO-KONEHHASL NPO-
6a - yoosnemeopumenvHo. B nose Pombepea cneeka nokauusaem-
¢, u3 no3vl He 8bixooum. Iloxodka — cmennaxc ¢ KOMNOHEHMOM
«ymMuHoti». BUGpauuoHHASL 4y8cmMeumenvHoCmy — ¢ Ho2 6 ¢, ¢ pyK
15 c. Bonesas, memnepamypHas, makmunivHAs 4y6CcHmeuresny-
HOCMb He HapyuieHbl. MbluieuHo-cycmasHoe 4y6cmeo cOXpaHeHo.
Cumnmomol HAMSANCEHUS — Hem, MEeHUH2EA/IbHbIX CUMNINOMO8
Hem. T10360HOuHUK — 6e30071e3HEHHbIL NPU NATLNAUUU OCHIU-
cmoix ompocmkos. [eparca moiuy, Hem. PYyHKUUI0O maszoswvix
op2anos Konmponupyem. B mecme, epemenu, cobcmeenHotl nuu-
Hocmu opuenmupyemcs eepro. MMSE - 28 6annoe.

Obuyuii ananus kposu: spumpovuumot - 4,75 x10”%/n, He —143
/n, netikoyumul - 4,84 x10°/n, n/s - 1 %, c/sx - 50%, n/p - 37%,
My - 8%, 3 — 3%, 6 — 1%, COD - 5 mm/u. Obujuil ananus mouu:
conomenHo-xenmozo yeema, pH - xucnas, yaeﬂbelﬁ sec — 1020
2/n, benox — ompuyamenvHolil, netikoyumol — 2-3 6 n/3p, anume-
nuanvHvle Kaemxu — 2-3, netikoyumol — 2-3 6 nosue 3peHus.

Buoxumuueckuii ananus kposu: emoxosa — 4,8 mmonv/n, Ou-
upy6ur 06usuii — 25,4 MKkMOnb/n, 6unupy6uH c60600HbLl — 19,4
MKMOTY/TI, OUAUPYOUH cea3anHblil — 6,0 MKMOML/7, Xonecmepun
00uuil — 5,7 MMONL/MI, UHOEKC amepozennocmu — 1,9, mpuenu-
uepuovt — 1,8 mmonv/n, JIIIBIT - 1,99 mmonv/n, JIITHII - 2,9
mmonv/n, AcAT - 38 E/n, AnAT - 35 E/n, obuquii 6enok — 73 2/n,
MO4eBUHA — 3,6 MMONIb/I, KpeamuHuH — 53 mkmonv/n, kanui — 5,9
MMOTIb/ 7, Hampuil — 146 mmonv/n, xnop — 104 mmonv/n, kKanvyuil -
1,38 mmonv/n, pubpunozen — 3,38 o/n, [ITV - 85%, 8pems pexanv-
yuguxauuu 1 mun 46 cex, AYTB 31 cex, MHO - 1,09. IopmotoL
wiumosuoHoii scenesvt: T4 c60600Hviti 14,8 nmonv/ 1, mupeompon-
nuiti 2opmon (TTT) 2,19 mxME/ma.

Ha 3KI': Pumm mpenemanue npedcepouti, uacmoma 88-90 6
muH. — 2:1. Tunepmpodust muoxkapoa 71e6020 ienyo0ouxa.

IIposedetia anexmponetipomMuozpadus ¢ HUNCHUX KoHeHOCmedl:
IIpusHaxu ymepeHHO 6bLpateHH020 AKCOHALHO20 NOPANEHUS MO-
TMOPHBIX 607I0KOH U CMEUAHHO20 NOPANEHUS CEHCOPHBIX B0TIOKOH
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HepB06 HUINCHUX KOHEUHOCMeli N0 NOTUHEBPUMUHECKOMY MUNY.

IlIposedena uzonmvuamas anekmpoHeiipomuozpadus: npu-
3HAKO6 CNOHMAHHON AKMUBHOCMU He 3ape2Uucmpuposano, nepe-
cmpoiixu IIJJ[E no nepeuuno-moiueuHomy muny Hem. Boiaeneno
HAnUUe MUOMOHUUECKOT PeaK Ul UCCTIe0YeMblX MblilY, ¢ nPeoo-
nadanuem 6 OUCMANbHbIX 01MOenax.

BonvHas ocmompena mepanesmom, ouaznos: PuOpunnayus
npedcepouii, Hopmogopma. XCH 1, PKI1. Xporuueckuil supycHolil
eenamum C ¢ MUHUMANOHOL (PePMeHMAmMU6HOl AKMUeHOCMbIO.

Koncynomauus okynucma: Muonus I cmenenu. Aneuonamus
cemuamiu 060ux enas.

Koncymomauyus sndokpunonoea: AymoummyHHbvlil mupeou-
oum, 3ymupeos.

Ha ocHosanuu couemanusi MUOmoHu4eckozo cuHopoma, npo-
meKanuezo ¢ amMUOMpoPUAMY OUCHATLHBIX OMMOEN08 KOHEUHO-
cmetl, HATUYUS 7IEMeHN06 0YIbOAPHO20 CUHOPOMA, NMO03d, Npu-
3HAK068 MUOMOHUY Ha Uzomvuamoi IMI; namonoeuu co crmopoHvL
CepOeUHO-COCYOUCNOLL CUCIEMbL, NPOCTIEHUBAHUS HACTIEOCEeH-
HO020 xapaxmepa 3abonesanus (0ueamenvHevie HAPYUeHUS, cep-
0euHasi namosnozus y cecmpot), NpoePeOUeHmHoz0 medeHus, Ovis
nocmasenen ouaznos: Jucmpoduueckas muomonus Pocconumo-
IImeiinepma-Kypumana, medneHHO npozpedueHmHoe rmeueHue.
Ilepudpepuneckuti ymepeHHO 6bipariceHHblil K6A0pUNApes 6 OUCMAb-
HbIX 0MOenax KOHeUHOCHeLl ¢ BbIPANCEHHLIMU AMUOMPOPUAMLL.

IIposedero cumnmomamueckoe sederuye: MUOKMOBAT KUC-
noma, ayemasonamud, eumamunvt Bl, B6, enuyun, 6uconponorn,
Mmemonponon, pusuomepanesmuneckue Npouedypul, MAccain
HUNCHUX KOHeuHocmel, newebHas duskynvmypa. Ha gone neue-
HUS yAy4munocy ooujee cocrmosHue GObHOL, yMeHbUUAACL 00-
Was cnabocmo, yMeHbUUNIACL BbIPANCEHHOCHb MUOMOHUYECKOLL
peaxuyuu.

ITpuBeeHHOE KIMHNYECKOE HAOMIO/IeH e TIPEfICTABIACT MH-
Tepec B IUIaHe IO3JHeN AMATHOCTUKM 3a60/IeBaHIsA, PEIKOIL ero
BCTPEYaeMOCTH. YUYUTbIBasA HACTE[CTBEHHbI aHaMHe3, Heco-
MHEHHO, HeOOXOIMMO IIPOBOVTH MM epeHIaNbHbIT ANarHo3
C OPYTMMH TUIIAMU MUOTOHMII ¥ Muopuctpoduit. Heobxomumo
IIPOBEPATh Ha/IM4Me KapAMOIOIMIEeCKO M SHIOKPUHHOI IaTo-
norun. C y4eToM MHOroo6pasys KIMHIYECKO! CHMIITOMATUKM
(HEBPOIOTMYECKOIT M COMATUYECKOII) BefleHNe 60IBHOTO JO/DKHO
OBITD MEXANCINIUIMHAPHBIM, YTO MO3BOIAT OLPENETUTD afjeK-
BAaTHYIO /Ie4eOHYI0 TaKTHUKY.

Konpnuxm unmepecos. Asmopvi 3asénsgiom 06 omcym-
CMBUL KOHPUKMA UHMEPECOs.

IIpospaunocmv uccmedosanus. Viccnedosarue He umeno
CcnoHcopckoii noddepucku. Vccnedosamenu Hecym nonmyro om-
B8eMCIMBEHHOCb 3G NPe0OCMAseHUe OKOHYAMENbHOL BepcuLl
pyKonucu 6 neuam.

Hexnapavusi o punancosvix u unvix 63aumodeiicmeusx. Bce
ABMOPbL NPUHUMATIU yHACMUE 6 PA3pabomke KOHUeNUUU u Ou-
3aiiHa uccned08anus u 8 nanucanuu pykonucu. OkonuamenvHas
sepcusi pykonucu 6vina 0000peHa scemu asmopamu. Aemopul He
NOMyHanu 20HOPap 3a uccredosaHie.

Paboma nocmynuna 6 pedaxyuro: 01.06.2016 e.
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11-TU NETHEE HABJNIIOAEHUE BOJIbHOIO C CUHAPOMOM MAP®AHA OCNIOXKHEHHOIO
OCTPbIM PACCJZIOEHUEM AOPTbI NOCJIE ONEPALUN BEHTAJIA - AE BOHO
CNCNOJIb30OBAHUEM KCEHONEPUKAPAUAJIbHOIO KOHAYUTA

FOpuii Becesonodosuu XKenmosckuii™>?, Eeeenuii Banepvesuu Ilewikos?,
Braoumup Anamonvesuy Ilookamennviii™, Bsuecnae VMeopesuu bamexa’

("MIpxyTCcKas rocyapcTBeHHAs MEAMIMHCKAS aKaJeMyst ITOC/IEANIUIOMHOTO 00pasoBaHmsi, peKTOp — A.M.H., Ipod.
B.B. Illmpax, kadenpa ceppedHO-COCYAUCTON XUPYPIUM ¥ KIMHUYECKON aHT OO, 3aB. — [i.M.H. 10.B. XKenrosckuit;
2VIpKyTCKuil TOCYapCTBEHHBI MEUIMHCKII YHUBEPCUTET, PeKTOp — A.M.H., Tpod. V1.B. Manos, kadenpa
FOCHVTA/IbHON XUPYPIUM, 3aB. — .M.H., wieH-kopp. PAH, npod. E.I. Ipuropses; *Vpkyrckas oppena «3nak [Touera»
obacTHaA KIMHMYeCKas O0IbHMIA, II. Bpad — K.M.H. ILE. Jlynun, Kapguoxnpyprideckuii LeHTp,
pykoBoautens — a.M.H. 10.B. JKenroscknit)

Pesrome. TocrinTanbHas /IeTalbHOCTD B C/IyYae paspblBa aHEBPU3MbI A0PTHI IpY CHHApoMe MapdaHa fake B BELYLINX
CepIevHO-COCYANCTDIX LIeHTPaxX MMpa OCTAETCs BBICOKOI 1 Konebietcst oT 4 mo 50%. B Hacrosiee BpeMms, nopassioliee
6OJIBIIHCTBO KapAMOXIPYProOB MCIOIb3YIOT /ISt KOPPEKLIMYU BOCXOAALLEN a0OPThI CUHTETUYeCKIe KOH/JYUTDIL, COfepIKaliye
MeXaHMYeCKNil poTe3 KamaHa ceppua. [lo HacTosllero BpeMeHy, B JIUTepaType MMEIOTCs JMIIb efMHIYHbIe cooblie-
HUS O TIPYIMEeHeHNM OMOKOH/IYUTOB LS XVPYPIU4IecKoil KOppeKIUY BOCXO/sIell a0PThI IIpY ee paspbiBe. B To xe Bpems
IIpefiCTaB/IsAeT OOJIbIION MHTepecC Cy/ib0a KCeHOIepUKapANaTIbHBIX KOHAYUTOB B CpoKN 6ortee 10 yieT, UX cocTossHue — 6110-
merpazarys u Kanpiydukanys. IIpefcTasieHo KIMHMYeckoe HabIofieHe BBIIOTHEHHOTT onepanyyu benTamia — ge bono
C UCII0/Ib30BaHMEM KCEHOIIEPUKAPAMaTbHOIO KOHAYNTA Y 60JIBHOTO ¢ CMHAPOMOM MapdaHa, OCTIO)KHEHHBIM OCTPBIM pac-
C/I0eHMeM BOCXOpsIelt aopThl. HabmoneHe 3a 60/IbHBIM OCYILECTBIIANIOCh HA IPOTsKeHun 11-1u jer.

Knrouesble cmoBa: cuHipoM MapdaHa, aHeBpu3Ma, paccloeHye a0PThI, OMOTOrMYecKIil K/IaaHOCOAepKalil KOH/Y-
T, BBDKVIBa€MOCTD, MHOTO/IETHEe HAO/TIOfieHILe.

11- YEARS FOLLOW- UP OF A PATIENT WITH MARFAN SYNDROME COMPLICATED WITH
ACUTE AORTIC DISSECTION AFTER BENTALL - DE BONO PROCEDURE USING COMPOSITE
MECHANICAL VALVE AND XENOPERICARDIAL ASCENDING AORTIC GRAFT

U.V. Zheltovskiy"*3, E.V. Peshkov’, V.A. Podkamennyy"?, V.I. Batekha’
(Urkusk State Medical Academy of Continuing Education, Russia; 2Irkutsk State Medical University, Russia;
*Irkutsk Regional Clinical Hospital, Russia)

Summary. Hospital mortality of patients with Marfan syndrome complicated with acute aortic dissection remains high and
varies at 4 to 50% even in head cardiosurgery centers. Currently, composite mechanical valve and synthetic ascending aortic
grafts are used. So far, reports about using a biological ascending aortic graft for surgical correction of acute aortic dissection
are rare. At the same time, long- term follow — up (more than10 years) for biodegradation or calcification of biological grafts
is of interest. A case report of Bentall - De Bono procedure using composite mechanical valve and xenopericardial ascending
aortic graft in patient with Marfan syndrome, complicated with acute aortic dissection, is presented. Long- term follow- up
was 11 years.

Keyywords: Marfan syndrome, aneurism aortic dissection, composite mechanical valve and xenopericardial ascending
aortic graft, survival, long- term follow- up.

Cunpipom MapdaHa — HaclIeCTBeHHOe 3a00/IeBaHNe COel-  ThI M B HAIIl COBPEMEHHBIIl BeK Yallle YCTaHABIMBAETCA MTOCMep-
HUTEIbHOI TKAaHM, B OCHOBE KOTOPOro JeKaT fedeKTsl cTpyK-  THO [8]. Jlo 9pbl XMPYprum Ha OTKPBHITOM CepAlie OOBIIMHCTBO
TypHBIX 06enKoB. IIpeMMyILIeCTBEHHO IIOpaXaeT CepAedHo-  MAlMeHTOB ¢ CMHAPOoMOM MapdaHa yMypaii OT pa3pbiBa aOPThI
COCYAIMCTYIO CHICTeMY, CKeJleT U OpraH 3peHus. JacTora CMH/IpO- B TpeTbeil feKajie KU3HM [8].

Ma Mapdana B nonymsanun cocrasisier or 1:3000 go 1:15000. CoBpeMeHHas KapAMOXMPYPrus HPUHLUIINAIBHO M3MEHU-
IIpubnusnutenbHo B 75% ciydaeB 3abo/meBaHue IepefaeTcs Mo  JIa TedeHue 3abormeBanHus. B 1986 romy Xoio lenpnu Bentamn u
HaCJIe[ICTBY, OCTajIbHble 25% BbISbIBAIOTCA CIIOPAJMYECKMMM My-  AHTOHM Jie boHo ommcanu npouegypy 3aMeHbl a0PTaIbHOTO KJla-
TalVAMU. [/TaBHBIMM IPOSABICHUAMM 3a00/IeBaHVA I OCHOBHOM  ITaHA M BOCXOJALIEI a0PThI KJIAaIlaHOCOEP>KalUM KOHIYUTOM C
NIPUYMHON CMEPTU CIIY>KaT CEPAEYHO-COCYJUCTbIe OCTOKHEHNUA.  PeUMIIAHTALel yCTheB KOPOHAPHbIX apTepuil B KOHAYUT. XOTA
B 4acTHOCTH, aHEeBPM3MBI BOCXOJIAILIENT A0OPThI, C Pa3BUTIEM a0p-  OIpefie/IeHHbIE aCleKThbl HaHHOI HMpPOLefypbl ObUIM MOAMULIN-
TAJIbHOI HElOCTATOYHOCTY WM 6€3 TAKOBOJL, PACC/IOCHME 1 pa3-  POBAHBI C 1Ie/IbI0 MTHUMU3ALMI PAHHUX V1 ITO3HYX OC/IOKHEHUIT,
pbIBBI a0pTH [3]. B ocHOBe aHeBpuM3MaTHyeckoro pacummpennsa  omnepaunys benraa - ge boHo ocTaeTcs «30/10ThIM CTaHAAPTOM»
A0PTHI JIKUT T€HETUYECKM OOYC/IOB/ICHHBIN IPOLIECC ¢ MUKCO- B JIeYEHMM MTALIMEHTOB C aHEBPU3MOIl BOCXOJIALIEIl AOPTHI U CUH-
MaTO3HOII JiereHepalueri cpefiHeil 060/I0UKM BOCXOfAILelr aop-  ApomoM Mapdana [1]. HecMoTps Ha onperie/ieHHBIe YCIIeXH, J10-
bl (cystis medial necrosis). HecMOTps1 Ha ycIlexu, JOCTUTHYTble  CTUTHYTbIE B IOC/IE[HIE TOAbI B XUPYPIUIECKOM JICIeHUN aHEB-
MOJIEKY/IAPHON T€HETHKOI ¥ KapAMOXUPYPIYel CO BpeMeH IIep-  PU3M BOCXOZALIEH a0PThI, B 3TOI MpobIeMe IPOJo/DKaeT 0CTa-
BOTO ONMCAHNUSA CHMHJPOMA MapYDKCKUM ITIeAUaTpOM AHTYaHOM  BaThCA MHOTO JI0 KOHIIA HEpPENIEHHBIX BONPOCOB. [ocnuTanpHas
Mapdanom B 1986 ropy, [1arH03 pacCIOeHNs WM Pa3pbiBa a0p-  JIETalTbHOCTD JjaXKe B BEAYIIMX CepPAeYHO-COCYAUCTHIX IIeHTPax
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