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INIOPAXEHHWE CEPIIIA IIPH HEPHOI[H‘]ECKOH BOJIE3HB
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/Epesancicuii aocydabcma;amuﬁ Meduyunciuli ynueepcumem um. M.Tepayu,
‘Kaghedpa exympenrux bonesnei N1/
375025 Epesan, ys. Koprwona, 2

Kniowesvie croea: mepuomMuecKas GoJesHS, CTpecc, CepaeYHO-COCYmUCTast
CHCTEMa, AMIOH03 :

.IopaxeHwe cepaia npu nepuonmdeckoy Oonesnm (IIB) sBisercs. peaxuM Ipo-
ABIEHHWEM BHCLEPAIHHOX NAaTOJIOTMH ‘NP PasBUTHM CHCTEMHOIO aMIWIOWHO3a. AA,.
XapaKTEepU3YIOIErocs NMPEeUMYINECTBEHHBIM BORICYCHUEM B IPOLECC IIOYEK, NEYCHH;
ceneseHku [1,4,8,9]. AMmionnHOe nopakeHue cepana IpH 9TO¥ GoNe3HM B OTIAIME
OT NEPBMYHOrO aMPJIOHM03a NPH XHM3HH PAacIO3HAETCS ‘PENKO, OXHAKO maroMopdo-
JIOrM9EeCKOe MCCIEeN0BaHue CepAla YMEPIIMX OT XPOHMYECKON MOYETHOM HEeXoCTaToq- *
HOCTH BCJIGICTBHE. BTIODHIHOro aMwionno3a npu IIB 9acto oOHapyXmBaer OTIOXe-
HYE aMWIOMIAa B MHTPAMyPaIbHBIX COCYHaX, MEXMEIIIEYHEIX IPOMEXYTKAX M Kiara-
Hax. IIpm TOM Taxoke OOHapyXWBalOTCA HH(DAPKTONOAOOHEE M3MEHEHUSA H Kapayo-
cxiepo3 [6]. MexaHU3MEI; JieXalmMe B OCHOBE aMWIOMIHOM KapauonaTuy nipy I1B, u
(axTopHI, NpeApacnoiaraore X Hel, 10 cei NEHb OCTAIOTCS MATIOM3Y4EHHBIMH.

B 3TO# CBSI3M NPHBOIMM COGCTBEHHEIE Haﬁmonenwr npemymec'memioro nopa-
XeHWs CepAla IpX CHCTEMHOM aMmwionniose Benencraue I1B. y

Boavnoti M.C., 45 nem, apmsnun, cmmanneaowaanamga&aannq;w&mmmmo—
wmmwmu&wemm&mwmo)—3&m cohpoaow&arouaawnodmmm—
nepamyps. 0o 39C u evaue 6 nepevil Oenv npucmyna ¢ noarol Hopmanusayuel obiyez0 COCMOSHUR 6
MedcnpucmynHom nepuode. Jause npucmyns paseusamucs 6 eecenHe-0CeHHue Mecauyl. 3a nocaedwue 25
Jiem npucmynsi Cmanu peoKumu, o&:mxaﬂ&ammuumwmmnpuwe&wamurfmpmnwu
apMPanzus 6 20/1eHOCIMONKHbIC U KONEHHBIX CYCMAsax. Hamebanoaawmmlﬂommm cMewan-
Hoil (hopmoli bonesHu cmpadarom cecmpa omua, anmmeceanpadaavwaoueeaatb.jlymawaw
mmmmmmmmmﬂammmmmm(MwWay
Met694Val — samewenue MemuoHUHA 6anUHOM 8 NOSUYUY 694 MONEKyIb: NUPUHA, CUHMESUTYEMO2D 26
Hom ITB). B nepuoOs: obocmpenus 3abonesanus npoeoounach CUMIMOMAMUYECKas ‘Mepanus, 0OHaKo
DeZyAspHyio Komauyuromepanuio boroHol He noaysan. B navane 1991 e. npuodcaeaoaammapmmw-
Aozuseckom omoerenuu 1-ii Kautumecxoll Gonvhuyni 2.Epesana enepevie  GbAGNENG MpOMEUHYPUR
(0,132%, 6 cymounoli moue); ananuse no Sumxuyxomy u Kaxoscxomy-Adoucy 6 nopme; DKT bes oco-
bennocmell. B 1992 2. bonwwol nosysun 6oesoe panenue u KONMY3UWIO, NOcCAe 4ez0 6 mevenue 3 Onet
ommexanacs 2emamypus. B 1993 2. 6o epemn caynclvl 6 aGpMuLL NEPEREC MHEBMOHIIO, 60 6peMs Komopoii
maicice ommeanacs Kpamiospemennan zemamypus. B 1997 2. nepenec obusee ommopoxcerie. B sneape
Imawmmmmmmummmmmmwmaml&
1,0%, e pasosoil moue, neiscoyumypusn (189 e n. 3.), mnwpoemmaawc@owmmu(ao
124 mm/a), kpeamuruna (0o 150 mimomv/n), xawus (Go 6 mmonn/n). Ha penmeenoepamme —
Wmmmmmneﬁdamwuﬂ VMEDeHHAA ZUNEpMPOUs 1eaozo
acenyoodKa, Hanuvue naegponepuxapouansivix cnaex. Ha IKT' — zunepmpogus oboux acenydouxos,
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HUR 6 ?
. Beaos, uyecKu MonepaHmHoCmb K Hazpy3Ke OUeHeHa 6
%‘f Mmpqm'pa,mmw' qccm”’;{,mmwmmmm Pasmep N1e8020 HCenyooKa S5 cM, pasmep ne-
sunepmpogus (1,5 ci) U 2UnOKUHESUS MedcHcenydouroeoll nepezopodu 6
6020 npedcepous 3.;‘;‘3””% M euibpoca 51%, mpuxycnudanshan pezypeumayus I—I1
cmenenu Wm—mummoﬂ@mnmﬂmmpmpm—

mmmlvm 4y Ime.;hlm.waxm o) b OOBIUKG
u@WWMmquaWWcWIMa
OMMean a0 HA HPANSHHIO ODBIICY 8 NOKOE, MPUCHIYMsL YOyUIsA no HovaM, Cyxoil Kauiens,
cepOuebuenue, sazpyounnsie Goau, Yacmoe moweucnyckanue 6es Ousypusecxux senenudl. Cocmosmue
cpedvell maowcecru, GORBHOI NOWUNCEHHO20 MUMGHUS, KONCA U GUOUMBIE CAUSUCTbE 0G00I YUaHO~
musHbie, Hesnasumensiili omex auya. Iyasc 100 6 mun, purmmusrnsid, AL 120/80 mm. pm. cm. Havoc
ofoovcer Geasin Hanemom. Jacmoma dsoxamensivix deudwcenuil 26 6 Mun. B Gasansisoc omdenax nezxux
JKOPOUEHUE N1e204HO20 38YKA, YMEDEHHO-HCECKOE Ovixariue, Kpenumayus 6 3—4 mexcpebepse 8 npuKop-
Hegwix omdenax ¢ obeux CmopoH, Cnpasa — MEAKONySbpYamble GAANCHbIE XPUNb C HUNCHUX 0mOdenoe 0o
cpedneil mpemu nonamycu. Ipanuys: cepoya: npasas U 6EPXHAR 6 HOPME, AE6AR — CMEUJENa 6neso Ha 2
cu. Tons cepdua ocaabnensi, cucmonuseckuil wym Had 6epxywxol, axyenm 2 mona Hao aopmoii u e
mouxe Bomxuna-3pba, npomoduacmonuseckul pumm 2anona. Kpail nevenu evicmynaem u3-nod pebep-
Hoil dyeu Ha 2 cm, naomubill, poeHbil, Yyecmeumensiivill; cenesenxa He nansnupyemcs. Cumnmom Ilac-
MEPHAYKO020 CAGBONONONCUMENBHBILL CAEBA; HUKMYPUR; omeuHocms cmon. vlbu PEHM2EHONOZUHECKOM
06cnedosanuy 0peanos ZpyOHOIl NOIOCI BLIARAEHY! PESIUl 6eHOHYI 3acmoil 6 neaxux, ymMepenHsil ba-
Sanskuii nHeaModubpos, Mexcoonesol naespum 6 20pUSOHMANLHOU WenU Cnpasa c GuiomoM 6 ee nepu-
MWMW(MWWWWWMW),WOWWOM:
m—mmwmm,.mmmmcnpmmmg
nepezpyaxu, Ilpu yasmpassyKoeoM UcCcreosaHuu opearos OplowHod nosocmu — yeenudenue npaeoil
aaaunewfuual,Scu,amamwcceamaalucu;pasuepunmacanpeaemxnopm,mmwuma:
Hewbl, ampoiuu NaperuMbl Hem, YMepeHHOe PAacuuperue ¢ GbpaNcenHol Map«azateﬁmxmwmy
cucmemsi Aesoli nowxu; @ nesoll nouke — xucma pasmepom 23 x 16 mm. Ha DKT pumm curycoew,
cHuicerue sonsmadica ¢ omsedenusx I-I11, aVR, aVL, aVF, ampuosenmpuxynspras 6roxada I cmene-
W,Wmmw,mwsn@bmmaﬁm,w
Hoe HapyuieHue KopoHapHo2o Kposoobpauienus (ompuyamensivui 3ybey T e omeedenusx I-1I1I, aVL, e
Vi—Vy) — xoconucxoosuan denpeccun cezmenma ST C 6bImyKA0Ccmblo, HANPasnenHoil 6eepx), pedxue
acenydouKossie sxcmpacucmons. Ha goroxapouozpamme ocrabnenue I mona (I/II = 0,3, nopma —
1,5-2,0), Q—1 mon — 0,06 cex (nopma — 0,04—0,06). Ilpu cybmarcumansioil gusuvecxotl Hazpyaie Ha
eenospeomempe (128 Bm, ICC 150 yo/muri 6 mur) 3apezucmpuposar III mow. Sxoxapduozpagumecicu
— 2unepmpogus 16020 HCeRYO0HKa NO KOHUEHMPUECKOMY MuUny, KOHEeYHO-Ouacmonuveckuii pazmep
4,7 cm, pasmep nesoz0 npedcepdus 4,4 CM, MOMWUHG MeNCHCERy0oKcoeoll nepezopodicu 1,8 cm, zunoru-
He3uA 6 GepxHebasanbhivix u cpednux omdenax (cucmonuvecxas sxckypeus 2—3 cm), gpaxyus ewibpoca
57%, aopma ynnomnena, & 60CX00RUEM OmOene He PaCULUPENa, CMBOPKU GOPMANSHLIX KAGNGHOS Yn-
NOMHEHb!, PaCKpbimue KAGNAHOE He CHUNCEHO; Gonnaepozpagudecku — Mumpanskas pezypeumayus 1T
cmenenu, cxopocms panteduacmonuveckozo nomoka (E) 81,85, nosoneduacmomuecxozo (A)
82,63 cmfeexc, E/A 0,99, epemn samednenun parnezo nomoxa 100 mcex; zunoduacmonus, pecmpuicyus
GXO0HO20 MPAKING AEB020 HCEAYOOUKA, NPUSHAKU GMUNOUOHON UHDUAMPAYUL MUOKADPAA.

Ananus xposu: zemoznobun — 110 2/a, sp. — 3,3 x 10°%a, 2. — 7,3 x 10°/n, COD —
52 mmfuac; anoxosa — 4,9 mmonv/n, xonecmepun — 6,3 MMoAb/n, MOYESUHA — 9 mmonv/n, xpea-
murur — 100 mcmons/n, obuguii Gunupybun — 14,4 mxmonv/n, Kanuil coieopomxcu — 5,71 mmons/a,
Hampuii — 136 mmonv/n, dubpurozen — 488 mz/%, npompomburosnil undexc — 95%, obuguii benox
coigopomxu — 7,2 o/n. Ananu3 mowu: omuocumensias naomuocms 1012, benox 0,05%, 2. 10—12,
3. 4—5;9nwneauﬁ0—10m.,mmuxpuanamuumﬁmmomucneﬂmmmmume;
cymounas npomeurypus 0,33%,. Ananus no SumruyroMy: omuocumemsnas naomwocms 1007—1011,
Onesoll Ouypes 455, nowwoi 325 ma. : -

Ha ocrosanuu KaunuKo-nabopamoprux u UHCIpYMERMansis UccAedosanuli noCmasnen duazHos:
M,mm@m,ammnaimmu&w,pmwmummmp&mwmz(mu&ww&-
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m;aaymmpaammmwmhmmaa;mmuaosm, npomeunypuseckas cmadus, nocmmpae-
Mamueckas Aesas no4ka, emopudrsil xpoxusecxuli nuenonegpum, XITH I cmaduu. ITocre nevenus
QHMUAHUHANSHBIMY CPEOCTBAaMU, GHMUKOGZYARHMAMY, OUypEemuKamu, KanomeHoMm GoAbHOU 6uinucan €

7 UmensHoM cocmosHul. Pexomern008aro pezyiproe Aederue KO/UYUHoM 6 dose 1 mz/cymxu.

Y, 6omsHOoro M.C. orMedanoch NMPEMMYIIECTBEHHOE INOPaXEHMWE CEepala, IpOsB-
JIgIonIeecd . CAMITOMAMY MIIEMMM M CEpIEYHOM HENOCTATOYHOCTH, Ha ()OHE OTHOCH-
TEJbHO COXpaHHOM (DYHKIMM MOYeK, 9TO B ILIEJIOM HE XapaKTEepHO I CHCTEMHOTO
amwionno3a npu IIB [5]. IIpuMevarensHa TMHAMHAKA 3XOKapaMOrpapuyecKux ImoKa-
3aTesnell, CBHAETENLCTBYIOMAs 06 yXy[IIeHHH IHACTONMIECKON (pyHKIMM JIeBOro Xe-
JIyZ0YKa, BO3MOXHO, BCJIEACTBHE 3HAYMTENLHOIO OTIOXEHHMS B MMOKApNE M KOpO-
HapHBIX aprepusx amwionna. OcHoBuBasch Ha nuHamuke DKI' ¥ KIMHMIECKNX NaH-
HBIX B TE4EHHE NIOCHETHUX 7 JIET, MOXHO IPEATIONOXHATh HAIAIAE B3AMMOCBSI3H MEX-
Ny BIASHAEM CBEPXCHIIBHBIX NICHMXO3MOIMOHANBHEIX B (QU3MIECKHX CTPECCOBRIX (ax-
TOpoB (y4acTue B GOEBHIX JEHCTBHSAX, TPaBMa) HApYyIIEHWEM KODOHADHOIO KpPOBOOO-
paleHus] ¥ PasBUTHEM AMWIOMIHOM Kapmuonarwy. Paspuriio mociexHe# B ompene-
JIEHHOU CTElleHM MOIVIO CIIOCOOCTBOBaTh M IIPOrpECCHPOBaHME MINEMHWYECKON 6ones-
HY CepAla C IOCHeayIoIMM HapymeHueM GyHKIMA aMWIOWIOKIa3MM B MHTpaKapIu-
IBHOM PETHKYNOSHIOTEMANBHON CHCTEME.

Ocoboro BHUMAaHUS 3aCIyXWBaeT HaIMIue y OOJBEHONO0 B OMO3MIOTHOM COCTOS-
gun Myrauuy reHa I1B Met694Val, seisiomerocss OQHEM M3 BO3MOXHBEIX (akTopos
PHCKa TSDKEJIOTO TeYeHWs OONe3sHM W pasBuTHs ammiuownosa [7], a ciaemoBatensHO,
3HAYUTENHHOIO MCTOIEHH (DYHKIIMOHAIEHEIX PE3epPBOB CHCTEM, 3aleiCTBOBAHHEIX B
CTpecc-peakumax, B TOM YHClle cepaeYHo-cocynucToi cucreMsl [3]. B cBoio ovepens,
OTVIOXEHME aMAWIOMIA B CEpIle MOIJIO MHHLMMPOBATh NMOBPEXAECHWE SHIOTENMSI KO-
POHADHBIX apTepHi C MOAKIIOYEHWEM ayTOMMMYHHBIX MEXaHM3MOB M HCXOIOM BO
MHOXECTBEHHHE ICeBIOMH(AapKTHEE IOpaXeHuss MAoKapaa. C 3THM yTBEpXIEHMEM
MEepEeKIMKAIOTCA NaHHBIE JIMTepaTyphl O 4YacroM passaTuM npu IIB XopoHapuTOoB C
KapTuHO¥i MHGpapkTa Muoxapna [10].

ITocmynuna 15.09.99

ULSh UluSTLULARUE MULLELTYT Y <bill1‘l.‘Llll~B’Bll’i. Fult vy
E.G. Luquptpjui, U.3m. Fwuwyupjui

Znnyudnud pAGwplymd & upuppbpuwi bjwignpjwl dudwiwy umoh wihnhnwhG
whnnwhwpdwG nhwp 45 wwpbhijmé oqudwmm don: {winp dwijuwluwi hwuwlhg
nwnwwmd £ upuppbputuG hpjwnnpput founp dloy: Gwpugpjwd 66 hnjwinnipjwa U
Gpu pwpnmipywi’ huniwlwpquijhf wdpnhnnqh pGpwgph wnwGdGuwhunninipymGGtpp:
JunimGuiui b6 wpdwquipuwupnugpuijui htwwgnnmpjul wyjwiGhpp, npnlp
Yywymd G6 upnh wdhphnuyhG whnwhopiwl dwuhG: UGwiGhumhy, YhGhlwlmG L
[wpnpunnp-gopohpuihG wyywibph hunfwnponuip pmy; © wwhu GGpugply, op Gwmo-
qujud ntupmd mdghG hnqihmquiwi b PhqhluliwG uppbup (bwwmbwwbu' YwuGul-
e e e S b e i s e

nwgpu) n ypow por npyiu Wwppupuiu
hjwinmpyui dunfwGwl upnh wihphnuyhG whowhupiuG énopny phuljh gnponGGp:
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CARDIA_C MON IN PERIODIC DISEASE
«umn L B.Ye. Nazaretyan, A.Yu.Gasparyan

The authors present a rare case of predominantly cardiac involvement in secondary
amyloidosis due to periodic disease. The course of periodic disease in a 45-year-old
male patient is analyzed. The cardiovascular combined assessment and performed
echocardiographic study during the last years revealed typical amyloid infiltration
symptoms which are linked to progression of systemic amyloidosis. The progression is
more likely due to ‘exposure of patient to high intensity and long-term
psychoemotional and physical stress in armed conflicts. It is especially important that
echocardiographically more pronounced impairment of cardiac diastolic function was
revealed. This disturbance in major part depends on development of myocardial
pseudoinfarction foci. Obtained clinico-laboratory and genetical data analyzied from
position of current achievements in elucidation of pathogenesis of periodic disease
suggest that certain risk factors such as homozygous state of periodic disease’s gene
mutation (M694V mutation of MEFV) and psychoemotional and physical stress," may
be factors of cardiac amyloidosis development in periodic disease.
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