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B ctaTbe gaHoO coBpemeHHOe npepacTaB/ieHue o Je-
YyeHuM amusionaosa cepaua, NpusBeaeHbl AaHHbIe O Ya-
CTOTE BCTPEYaAEeMOCTH, Knaccucdumkaumm m BapuaHTax
KJIMHUYECKUX MPOABJIEHUA TPaHCTUPETUHOBOrO amMu-
nouposa. [JaHHaA naTtonorus ABNAETCA MeAJIEHHO
nporpeccupytrowum 3a6osieBaHMeM, CUMNTOMbI KOTO-
poro o6bI4HO MOABAIOTCA B MOXXUJIOM U CTap4yecKoMm
Bo3pacTe. ATOT AUarHo3 MOXXeT cTtaTb 6osiee pacnpo-
CTpaHeHHbIM B 6yayLiem no mepe ctapeHuUA HaceneHusa
W ynydleHua amarHocTu4eckux metonoB. B kavecTse
UANlCTpauum onucaH KJMHUYECKUW cryvyal TpaHc-
TUPEeTMHOBOro amunouposa y 77-netHero 605nbHOro,
npoTeKaBlUero C MNpPeuMMyLlecTBeHHbIM TOpaXeHu-
em cepaua u asneHuamu XCH, nokasaHbl TpyaHOCTU
NMPUXN3HEHHOWU AWarHOCTUKM JAaHHOW NaTosornu.

KnroyeBbie csioBa: TPaAHCTUPETUHOBbIN aMUITIONA[03,
cepae4YHasa HepgocTtaTtoyHoctb, ATTR, kapauomuona-
TUA, aMUITION[03 «QUKOro Tuna»

Amuronzos — rpynma 3aboaeBaHHH, Xapak-
TEPHbIM TPU3HAKOM KOTOPDIX SIBASETCS OTAO:KEHHE
B TKaHsX M OpraHax (PUOPUAAIPHOTO TAHKOIPOTEHHA
amurouza. AMUAOH/I03 SIBASIETCS] CUCTEMHBIM 3a60.A€ -
BaHMEM, MPH KOTOPOM MOKET MOPazkaTbCsi HECKOAb-
KO OpraHOB-MHMIIeHeH — TIOUKM, cepzlle, MedyeHb,
AETKHE, HepBHas CUCTeMa M Zp. B Hacrosiee Bpems
Pa3AHHYAIOT YeTbIpe OCHOBHbIE (POPMbI CHCTEMHOTO
amurougosa: AL (nepsuunbiii), AA (Bropuunbiii),
ATTR (rpaucrupernnospit) u Ap,M (anarus-
ubiii). CuUMOTOMBI aMHAOMZO3a He HUMEIOT CHelU(H-
4eCKMX KAMHHYECKHMX MPOSBAEHHH, 3aBUCAT OT AOKa-
AMBaIMH aMUAOUZHBIX OTAOKEHUH U MOTYT MIPOTEKaTh
10J, MacKoi pasAuuHbIX 3ab6oreBanui. CoBpemeHHas
JIMaTHOCTHKA aMHAOM/I03a TPe6GyeT T'MCTOAOTHYECKOH
HJEHTH(HMKALMY aMHAOMZA H HMMYHOTHCTOXHMHYE -
CKoro omnpezeAenus ero tuma [ 6, 22, 24].

Kaunnueckne mnpusHaku —mopazkeHus — cepli-
na BbiBAIOT 6oree yem y 50 % 6oabubix ¢ AL-
amuronzosoM, Toabko y 10 % maumenton ¢ AA-

aMUAOHI030M U MeHee yeM ¥ 3 % ¢ apyrumu opmamu

[11].

ATTR -amuronzgos

COCTOsALUETO U3 OeAka TPAHCTHPETHHA

0OYCAOBAEH  OTAO:KEHHEM
aMUAOHJIA,
(TTR). Y 3aoposbix Alogeli B HOpMe TPaHCTHpE-
THH, KOTOPbIH CHHTE3HPYEeTCs B IEYeHH, SBASETCS
6eAKOM-T1ePEHOCYHKOM TOPMOHOB IIIUTOBHZHOMN KeAe-
3b1 1 ButamuHa A (petunona). Boigeastor Tpu ocHoB-
HbIX THIIa TPAHCTHPETHHOBOTO aMHAOMZI03a: CeMeiHast
amurouzHasi noausedponatus (FAP) — macaea-
cTBeHHasi (DOPMa, MOZKET COYETaTbCsl C KapZHOMHUO-
natuedl; cemeWHas aMMAOMZHAs KapAHOMHOINATHS
(FAC) — macaeacTBeHHast (opMa, MOKET code-
tatbes ¢ FAP; crapueckuit cucTeMHbIH aMMAOMZO3,
uru ATTRwt, — amurouzos «aukoro tunax» / «wild
type» (He mepezaeTcsi MO HACAeACTBY), paHee Ha-
3bIBABIIMHCS CEHHABHBIM CHCTEMHBIM aMHAOH030M
(SSA). Cemeitubie Tumbr ammrouzgosa (ATTRm:
FAP u FAC) cBsizaubl ¢ pasAMYHbIMH MyTalMsAMH
B reHe, OTBETCTBEHHOM 3a ITOCTOSHHbIH CHHTE3 MOAe-
KYAbI aHOMaAbHOTO aMHUAOH/IOTEHHOTO TPAHCTHPETHHA.
B nacrosimee Bpemst npu ceMeHHOM TPaHCTHPETHHO-
BoM amuAouzose onucano 6oree 100 BapuantoB my-
rauui [ 21, 22].

Cenmeiinas amurougras noaureiiponamus daiie
nposiBAsieTcst B cpeaHem Bospacte. OcHoBHble ee
TMPUSHAKU CBSI3aHbl C PA3BUTHEM TePU(EPHIECKON
U aBTOHOMHOH HEHPOINATHH, IPOSIBASIONIENCS Mbl-
I1I€YHON CAABOCTBIO, MOBbIIIEHHOH GOAEBOH 1yBCTBH-
TEABHOCTbIO B KOHEYHOCTSAX, HApyIIEHHSMH PabOoTbI
KMIIIeYHHKA, MOYeBOro Imysbipsi u usmenenvem A/,
YTO TIPOSIBASIETC OPTOCTATHYECKOH THIIOTEH3HeH.
Takzke wacTo pasBuBalOTCS CUMITOMBI, 06YCAOBAEH-
Hble CepIedHON HeJOCTaTOYHOCTBIO BCAEJACTBHE pe-
CTPUKTHBHOH Kapauomuonatud. Kaunuueckue rmpu-
3HAKM MOTYT MOSIBUTbCsI Kak B Bospacte a0 20 aer,
Tak U B cTapuyeckoM BospacTe. BospacTthoili ae61oT 3a-
60AEBaHMs, CKOPOCTb TIPOTPECCUPOBAHUS U BOBAEYE-
HHE Pa3AMYHbIX CHCTEM H OPTaHOB HAINPSIMYIO 3aBHCSIT
ot tima myranuu [ 10].
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CumnTombl TpU  ceMeiiHOU AMUAOUAHOU Kap-
Auomuonamuu 06brMHO BosHuKalOT mocae 60 aer.
Hauany cepaeuno-cocyaucTbix mnposiBAeHHE YacTo
TpeAIECTBYeT KaplaAbHbIH TYHHEAbHbIH CHHAPOM.
[IpusHaku amMuAOMAHOTO TPaHCTHPETHHOBOrO MoOpa-
PKEHHUS cepzlia TPOSBASIOTCS CUMITOMAMM CepZedHON
nezoctatounocT. | lo zaHHbIM AMTEpaTypbl, 3TO cO-
CTOsIHHE Yallle BCEro BbIABASIOT y a)poaMepUKaHIIeB
[8].

Zlo HejaBHEro BpeMeHU CUMTAAOCh, YTO aMHAOH/ -
Hble OTAO2KEHHsI, COCTOSIIIIME U3 HOpMaAbHOro (Hemy-
TaHTHOTO) «ZuKoro Tuna» Tpactuperuna (1T TRwt),
He TPUBOASAT K 3BHAYUMOMY [OpPAKEHHIO OpPraHOB.
B nocaeanue rozpr 6rarozapsi HCIOAb30OBAHMIO HO-
BbIX METOZIOB BH3YyaAH3aLMH CTaAO OYEBHUAHBIM, YTO
TTRuwt BcTpeyaeTcst J0BOABHO YaCTO U MOZKET COTIPO-
BOK/IAThCS! CYIIECTBEHHBIMU OPTaHHBIMU MOPAZKEHHS -
mu. B 2014 r. na XIV Mexaynapoauom cummnosuyme
0 aMHAOUZ03Y ObIAO TIPHHATO pPellleHHe Ha3bIBaTh
«ATTR amurougosom
yaukoro tuna , uau ATTRwt». /lannas maroaorus
SBASIETCS] MEJAEHHO TIPOTPEeCCHPYIONIUM 3a60AeBaHH -
€M, CUMIITOMbI KOTOPOTO OObIMHO TOSIBASIIOTCS TIOCAE
60 aer, yaime BcTpedaroTcs y My:auH [ ].

ImopaxkeHue TaKoro poJga

AmurouzHble OTAOZKEHHUS!, COCTOSIIIUE U3 «JIUKO-
ro Tuna» 1 T R, AokaAusyioTcst B OCHOBHOM B cepalle,
BbI3bIBasi PECTPUKTUBHYIO KapAHOMHOTATHIO, KOTOPast
TIPOSIBASIETCS] CUMIITOMAMH CEeP/LeYHON He0CTaTOYHO-
CTH: Ha TIepBOM 3Tare 3a60AeBaHHs — 4allle B BH/e
IUACTONMYECKOH ZUC(PYHKLIMN PA3SAHYHOH BbIpazKeH-
HOCTH, CO BpeMeHeM — TPOrpeccHpyIolel 70 GHBeH-
TPUKYASIDHOH cucTOAMYecKkol aucyukuuu. | louru
y 50 % nauumentos ¢ TTRwt BctpewaroTest cuMiToMbl
KHCTEBOTO TYHHEABHOIO CHHZAPOMAa — IIOKaAbIBaHHE
1 60Ab B 3aISICTbSIX. | YHHEABHbIH CHHPOM KHCTH Ya-
CTO BOBHHKAET 3a 3—) AeT /10 TIOSIBAEHHUSI IPH3HAKOB
3a6oaeBanus cepaua [20].

B nacrosiee Bpems cyiecTByeT ruroznarHocTH-
ka ATTR amurougosa «aukoro Tuma». ITOT AMa-
rHO3 MOXKET cTaTb OOAee pPACIIPOCTPAHEHHbIM B Oy-
JyIIeM 10 Mepe CTapeHHs] HaCEeAEHHs] U YAy IIeHHs
aMarHoctHyeckux metozos [17].

CoBpeMmeHHOe npepacrasneHme
O NleYeHNU TPAHCTUPETUHOBOTO AMUNIONA03d
C NopaxXeHneMm cepaua

Aeuenre TPaHCTHPETHHOBOTO aMHAOMZO03a C II0-
pazkeHHMeM cepJlla B HacTosillee BpeMsl MMeeT Ba Ha-
TIpaBA€HHS — OCTaHOBKA MAH 3aMeJIAeHHE OTAOXKEHHS
ammronza, a Takxe Teparnus XCH cornacno cospe-
MeHHbIM peKoMeHzanuaM. B HacTosimee Bpemst Moz~
HO BBIZIEAMTb TPH OCHOBHBIX HPHHIIMIIA BO3JeHCTBUA

Ha MH(HUAbTpaTUBHbIH npouecc B opranax npu AT TR:
[0ZlaBAeHMe CHHTe3a aMHAouzaHOoro 6eaka 1 1R, cra-
6urusanus 1 TR (BoszelicTBre Ha aMMAOHIOTEHHOCTD
TTR), aerpagauus u sxcrpakuusa 1 1TR, To ectb un-
rubupoBaHHe 00pPAa30BaHHUSI AMHAOUJAHBIX (PUOPUAA
U cTUMYyAsLUs pe3opbuuu amurouza [19].
Iogasacnue aMUAOUAHOZO0
TTR Bo3MO:HO NpW TPaHCIIAQHTALMH [EYEHH HAH
MOZABAEHUH 3Kcrpeccun reHa (reHHass Tepamnus).
[lepecazka meuenn pexkomeHzyeTcss GOABHBIM C Ha-

cuHmesa beaka

caeacteenHon opmoit ATTR, raaBubIM 06pasom
ars nanpentos ¢ FAP. leab aamnoro xmpyprude-
CKOTO A€YEHHs] COCTOHT B TOM, 4TO6bI TIPeIOTBPATHTD
06pasoBaHHe AAaAbHEHIIMX aMHAOMZHBIX OTAOMKEHHH.
[leuenp, koTOpass cuHTesupyeT aHOMaAbHbIH (My-
TaHHbIH) amurougorenubii 1 TR, yaarserca u sa-
MeHsIeTCs1 IOHOPCKOH, KoTopasi 6yZeT CHHTe3HPOBATh
HopMarbhbiil 1 TR «aukoro tunax». Takum o6pasom,
TPaHCIIAQHTALIUsl TIe4eHH He SIBASETCS CPeACTBOM
AASL AEYEHHS] CTapyecKoro CHCTEMHOTO aMHAOHZ03a
(ATTRwt). Hauborbmmii ycmex mpu TpaHCIIAAH-
TallM¥ JOCTHTAaeTCsl Ha PAHHUX CTaZMAX 3a60AeBaHHS
(&0 TOro, KaK BOBHHKAO BbIpa:KeHHOE MOBpPErKEHUE
HEPBOB MAM CepJIIa), Y MOAOZBIX MALIMEHTOB U Y 6OAb-
ubix ¢ TTR Val30Met myrauueit [2].

[eneTnueckue MeToZbl AeyeHMs, KOTOpbIE «Bbl-
KAIOYAIOT» CHHTE3 aMHAOMAHOTO GeAKa, B HacTOsIIee
BpeMsl HaXOJASTCsS HA PaHHUX CTaJuAX paspaboTKH
M KAHHHYECKHX HCITbITAHUH M BKAIOYAIOT MaAble (KO-
potkue) untepdepupyromue PHK u antucmbicrosbie
oauronykaeotuznl [4]. Takum rexkapcTBom siBAsteT-
cs1 npenapat ALN-TTRsc, xoTopblii npuHaZAEKHUT
K Kraaccy Maabix uuTepdepupyromux PHK. Bsa-
umozelicTBUe KopoTKux unTepdepupyromux PHK
¢ marpuunoit PHK Bni6bpannoro (ueresoro) rema
TMIPUBOZUT K ee JerpajialiiH, TpeJoTBpallas TPaHC-
asmmo MPHK wa pu6ocomax B koaupyembrit ero na-
ToAoruueckuii 6erok. Ha stame npeapapureabmbix
HCTIBITAHUH Y GOABHDBIX TPAHCTHPETHHOBBIM aMHAO-
uzosom cepaua, kak npu ATTRwt, Tak u npu Hacaez-
CTBEHHbIX (popMax 3abOAEBAaHHSA, JAaHHBIA MperapaT
He MoOKasaA BbIcOkoH a@extusHoctu [7]. Jpyroi
npenapat noz HaspauueM ISIS-TTRRx npunaznre-
MKUT K KAACCy aHTHCMbICAOBBIX OAHTOHYKAEOTH/IOB.
AHTHCMBICAOBBIE  OAHTOHYKAEOTH/bI CIOCOOCTBYIOT
yaarenmo us speroit MPHK ywactkos, xoaupyro-
IUX MyTalLlkH, Bbipe3as u3 npezmectsennuka MPHK
HEKOZHMPYIOIIHE IOCA€/I0BATEABHOCTH M COEJHHSS
APYT C JpyroM Koaupyiomue yuactku. | Ipenapar
ISIS-TTRRx B HacTosiee BpeMsl MPOXOAUT KAMHH-
YeCKHe MCIbITaHHs y TALMeHTOB C CeMEHHOH aMHMAO-
uaHoi noauneiponatued u c ATTRwt [1, 9].
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Caezyromuii T0AX0/ K A€YEeHHIO, KOTOPbIH pa3pa-
6aTbIBaeTCs B TIOCAEZHUE TOZbl, HAllPaBAEH Ha CMa-
6uausauuro mempameproii cmpykmypot 1 1TR (cru-
JiceHUe aMuaougozeHHbIX cgoiicms beaxa). lak,
(«Auprynusar»
u «lagpamuzauc») ara rewemus ATTR wmaxoaarcs

HEKOTOpble HOBble MperapaThl
Ha PasAHYHbIX CTAAMAX U3YUEHHUs], HO ellle He JOCTYTI-
HbI ZIAS1 UCTIOAb30Banusi. /laHHble mpenapaTbl, moma-
Jasi B KpoBb, nmroTHO csisbiBatoTcst ¢ 1 TR. Takoi
kommaekc geraet 1 1R menee amunougorennnv [ 14].
«/ludpryHusar» OTHOCHTCS K KAACCy HECTEPOH/HbIX
TIPOTUBOBOCIIAAHUTEABHBIX CPEZICTB, KOTOPDbIH ObIA pas-
pabotan 60ree 40 ret Hasaz. B nacrosiee Bpems npo-
ZIOAZKAIOTCS KAMHHYECKHE MCCAEJOBAHHS AASl OLIEHKH
BAusHua Jlupaynusana Ha mporpeccupoBaHue HEHPO-
NaTUM U KapauoMuonaTuu y nauuenTtos ¢ FAP u FAC
[19]. «Tagpamuamc» — crneuuduueckuii nepopaib-
HbIH TIperapaT, KOTopbiH 6bIA paspaboran ars FAP
H ITIOKa3aA CBOIO BBICOKYIO 3(P@PEKTHBHOCTDb IIPH JaH~
HOH HacAeZCTBeHHOH natoAoruu. B HacTosmee Bpems,
10 AHHBIM PaHZOMH3HPOBAHHOTO JIBOMHOTO CAENOro
rAaue60-KOHTPOAHPYEMOTO
nperapara « lagaMuaMC» Y MAllHEHTOB C TPAHCTHpE-
THHOBOU aMHAOUZHOH KapAHOMHONATHEH ObIA CBsi-

HCCAEZO0BaHUsI, IIpDHEM

3aH C COKPAILlEHHEM CMEPTHOCTH OT BCeX TIPHYHH U IO~
CIIMTAAM3AIMH, CBS3aHHBIX C CEP/IeYHO-COCYAMCThIMHU
3a60A€BaHUSAMH, a TaK:Ke MOBBICUA KAaueCTBO :KM3HU
1o cpaBHeHHIO ¢ mAaue6o [12, 23].

Haxkonen, coBcem HesaBHO ABa A0MOAHUTEABHBIX
areHTa MPOJIEMOHCTPUPOBAAM TeparleBTHYECKUH 10~
tenuuar. Moaexkyra AG10, kotopast npu uccaezosa-
HUSIX in vifro NMokasara 3(P(PEKTUBHOCTb CTabUAM3a-
uuu TTR «aukoro tuna» Bbie, yeM «lupaynnsar»
u «lagpamuauc» [15]. «Torkanow», amTumapkuu-
COHHYECKHH TIperapat, MpH HCCAeJOBaHHAX in vitro
U in vIVO TaK:Ke IMOKasaA CTAOUAMBHPYIOIIUH 3(]-
ekt TeTpamepHoil ctpykTypbt I TR mno cpasue-
auto ¢ Judaynusarom u Tapamuzucom [18].

HMurubuposanue ob6pasoBaHusi aMUAOUAHBIX (PH-
OpPUAN BO3MOXKHO IPHU HCIIOAb30BAaHUH AHTHOHOTHKA
TeTpauMKAMHOBOrO psizia  /JloKcHIMKAMHA, KOTOPbIH
B KOMOHMHAILIMH C TaypOypPCOAOKCHXOAEBOH KHCAOTOH
TIPUBOJMT K paspyIleHHI0 aMUAOUJA B TKaHaxX (amu-
Aouzpasraratomui arent). | Ipeasapurenbnbie zan-
Hble MOATBEPK/AI0T HGAArONPUATHOE JeHCTBHE C TIPH-
eMAeMbIM TpopuieM TokcuuroctH [13].

AmnTHTeAa K CHIBOPOTOYHOMY aMHAOHHOMY TIPO-
TeHHy, KOTOpPble CTUMYAHPYIOT Pe30POLIHI0 aMUAOHAA,
ZIeMOHCTPUPYIOT MHOTOOGEIIAIOIIHEe PE3YAbTATbI B OT-
nomenun ATTRwt, Ho yeTkue ykasanus M mpodu-
AM TOKCHYHOCTH BCe ellle T0BepzKeHbl KAMHHYECKUM
ucnbrranusam [ 16].

Takum  o6pasom,
ATTRwt w ATTRm, BeposrtHo, cTanyT Hamboaee

IPU CTapeHHUH HaCeAeHHUs
PACIIPOCTPAaHEHHbIMH THIIAMH CepJIeYHOT0 aMHAOH-
nosa. CpoeBpeMeHHOe BbIIBAEHHE TPAHCTHPETHHO-
BOIO aMHAOW/I03a M BbIOOP ONTHMAABHOH TAKTHKU
€ro Teparuy MO3BOAUT y:Ke B OAM:KaHIIeM Oyzayiiem
OTZAAAUTb HeOAAroNpPUsITHbIE IAsl MAalMEeHTa HCXOJbI
3aboAeBaHMsI, OZHAKO B HACTOslllee BPeMsl MeJHKa-
MEHTO3HOE AeYeHHe MAHHOW IATOAOTMH HAaXOJMTCS
B GOAbBILIEN CTETIEHH Ha CTaZHH Pa3pabOTKH.
[lpeacraBreno onmcaHue KAMHHYECKOTO —CAy-
Yasi CTap4YeCKOro TPAHCTHPETHHOBOIO AaMHAOHZO03a,
IIPOTEKABILIEr0 C BOBAEUEHHEM Ceplla U SIBACHHAMH

XCH.

KnuHuyeckuin cnyvan

Boabnoii I'., 77 aet, HanpaBAeH M3 MOAMKAMHH-
KM B Halle KapJHOAOTUYECKOe OT/IeAeHHE A 060~
pa AeKapCTBEHHOMH TepariH B CBSI3H C ZleKOMITeHCallHeH
XCH. I'lpu noctynaenun :xaroBarcsi Ha BblpazkeH-
HYI0 CAabOCTb, OZDIIIKY TPH MHHHUMaAbHOH (U3H-
4eCKOH aKTHBHOCTH M OTEKH HHKHHX KOHEYHOCTEH.
Kpowme Toro, nauuenta 6ecrokonna cTolKas KeATYII-
HOCTb KO?KHbIX TOKPOBOB, COMPOBOK/AIOIIASACS YIIOP-
HbIM 3YZIOM.

Anamue3 3abonesanus

B Teuenue nocaeanux 2 AeT oTMeuyaA TPaH3HTOP-
HYI0O MKTEPUYHOCTb KOKHBIX MOKPOBOB, 10 JAHHBIM
Y3H sBbisiBAena rematoMeraausi, COCTOSHHE 6ObIAO
pacIleHeHO KaK XPOHHYECKMH CTeaTOrermaTHT C MH-
HHUMaAbHOH aKTHBHOCTBIO M CHHZPOMOM XOAeCTa3a
(MexanMueckas 2KeATyXa 6bIAa MCKAIOYeHa). B ganb-
HeHIIleM IMOSIBUAACh OJbINIKA MPH YMEPEHHOH (PU3H-
4eCcKOH Harpyske, peZKHe 3MHM30Jbl KTYYuX 6oAeH
3a rpyauHoil. KoHcyabTHpoBaH KapamoAaorom, aua-
rHOCTHpOBaHa cTeHoKapausi Harpsizxenus [II (DK,
MOAyYaA MeAMKaMEHTO3HOe AedeHHe [3-6AoKaTopamu
u uurpatamu. OJHAKO COCTOSIHHE He YAYYIIAAOCD,
COXPAHSIAMCD 2KI'ydue GOAM 3a TPYAHHOH IIPH yMepeH-
HOM (PMBHMYECKOH HarpysKe, CTaAH GECIIOKOMTb Ya-
cthie mepebou B pabore cepaua (BepupHUIMPOBAHDI
MapOKCU3Mbl (PUOPHANALIME TIPEACEPAHE), OZbIIIKA
YCHAMAACD, TOSIBUAMCh OTEKH HMKHMX KOHEYHOCTEH,
TIPUCOeIUHUAKCD BbIpazkKeHHast CAabOCTb, BSAOCTD,
pacCTPOHCTBO TMaMATH, CTala OTMeYaTbCsl CTOHKasi
2KEATYIIHOCTb KO2KHBIX TIOKPOBOB C YIOPHBIM 3YZOM.
B cBsisu ¢ ykasaumbiMu 2kan06amMu 6bIA FOCIIMTAAH-
3MPOBaH B KapJHOAOTHYECKHH CTaLlOHAp, TI/e BbI-
noaHeHa koponaporpadus. [ lo ee zanHbIM BbIABACHDI
yMepeHHble AUP}y3Hble H3MEHEHHs B TIepeZIHel Mek -
?KEAYZIOYKOBOH apTepUH, CTEHO3 B CPEAHEH TPeTH
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20 75 % B npaBoit kopoHapHoi apTepuu. Bbimoanena
AQHTHOIIAACTHKA U CTEHTHPOBAHHE [IPaBOH KOPOHAPHOU
apTepHH, UMIIAQHTHPOBAH MPOCTOH CTEHT C XOPOIIHM
AHTHOTPa(pUIECKUM PE3YABTATOM.

B zanbueiimem anruHosHble 60AM He pelUAMBHU-
POBaAH, OZIHAKO SIBA€HHs] GUBEHTPHKYASIPHOH cepzed-
HOHM HeZOCTaTOYHOCTH M TMEYeHOYHOH HeA0CTaTOYHO-
CTH C IBAEHUSIMH XOAECTa3a COXPaHsIAUCh. B maanosom
MOpsi/IKe TAlHeHT ObIA 00CAeZIOBaH B XHPypruye-
CKOM CTalMOHape, IZe 6bIAO BbIABAEHO 3HAYHTEAb-
Hoe moBbimenye 6uaupybuna (g0 91,6 mMxmoab/A)
Ha (OHE HOPMAAbHOTO YPOBHSI ~TpPAHCAMUHA3,
npu myabtHcruparboi KT opranos 6prommoii moro-
cTH 6bIA 3aTI0/I03pEH KaHIIEPOMATO3 OPIOIIMHDI, Hak-
ZIeHO YBEAMYEHHE AMMQPATHIECKUX Y3AOB GPIONIHON
TMIOAOCTH M 3abpIOIIMHHOTO MPOCTPAHCTBA C MAKCH-
marbHbiMH pasmepamu 1,0x1,2 cm, zudgyssoe cuu-
»KeHHe TTAOTHOCTHDIX MOKa3aTeAeH IedeHH, TIPH3HAKHU
aTPO(PUUECKUX H3MEHEHMH TKAaHU MO/KEeAYAO0YHOMN
?KeAesbl, U3MEHEHHe B CeJaAMIIHON KOCTH CIIpaBa,
HauboAee XapaKTEPHOE JAsl OITYXOAEBOTO MOPazKeHH s,
PKUAKOCTb B 06€HX MAEBPAAbHBIX MOAOCTSIX U MOAO-
CTM TiepuKapza. Bbimoanensr gpubporacTpomyozeHo-
CKOMHUsl U (PMOPOKOAOHOCKOIIHSI, BbIIBAEHDBI TIOAMIIO3
2KeAyZIKa U TOACTOH KHMIIKH, OT GHOICHH OTKA3aAHCh
B cBsi3U C Tepanued BapdapunoM. | Iposesena Tax:xe
TIOAMIIO3ULIMOHHAs CLIMHTUIPaUsl CKeAeTa, Ha KOTO-
POH BBISIBAEHO TMATOAOTHYECKOE HAKOMAEHHE PazHo-
(PapMalleBTHYECKOTO MpenapaTa B TPOEKLMH Ceza-
AHMIIHOH KOCTH CIipaBa. BbimoineHo muTorormueckoe
HCCAeZI0BaHHE aCIIUTHYECKOH 2KUAKOCTH, TIATOAOTHYE -
CKHe KAETKH He BbIIBAeHbl. DOAbHOH 6bIA KOHCYABTH-
posan B HMHWLI onkororum um. H. H. Tlerposa,
rie 6bIAO BbICKa3aHO MHEHHE, YTO CBH/IETEAbCTB
06 OHKOAOTHYECKOM TPOILIECCE HET, COCTOSHHE GbIAO
paCIIeHEHO KaK yXy/IIeHHe Te9eHUs CepIedHOHN Hezo-
CTAaTOYHOCTH, 6bIAa PEKOMEHZI0BaHa TOCITUTAAH3AIIMS
B Kapzauoaorudeckoe otzerenue. K13 mepenecennpix
3a60A€BaHUH CAe/yeT OTMETHTb aeHOKAPIIHHOMY
MPSIMOH KHILKH, 110 TIOBOAY 4Yero / AeT Hasaz 6blna

sbinoanena pesexuust (T2ZNOMO).

Obvexmuenvle OaHHbLe

O61iee cocrosiHue cpeaHed TsAMECTH, CO3HA-
HHe  SCHOE, TEAOCAOKEHHE  THIepCTEHHYECKOE,
poct — 182 cm, macca Terna — 85 xr, UMT —
25,7 xr/ m%. Ko2Hble OKPOBDI M CKAEpbI HKTEPHYHDI.
Ornpesersiauch OTeKH HHAKHMX KOHEYHOCTEH 0 IMa-
xoBbIx ckAazok. | lepudepuueckue aumpoysabt He yBe-
amgenpl. YHCC — 80 ya /mun, Al — 95/60 mm pr. cr.
[ Tepkyropno: AeBast rpanmIia OTHOCHTEABHOM cepaeyd-
HOH TYIIOCTH [0 CPEIHEKAIOUNYHON AMHHH, TOHBI CEPJL-
na npuraymesbl, 1-ii TOH Ha Bepxymike ocaabaeH,

IyMbl ayCKyAbTaTHBHO He ompegeAisiorcs. actora
abixanuss — 18 /Mun, npu mepkyccuu mpuTynAeHHE
nepkyTopHoro 3Byka Hue VIII pebpa c obeux cro-
POH, ZIbIXaHHe 2KecTKoe. S13bik 06A0zKeH 6eAbIM HaAe-
Tom, BAazkHbid. (fiuBOT npu NMarbnauuu Msrkui, 6e3-
6oresHenHbri. | [euenp yBeAndena, BbicTymaeT us-1noz,
HHzKHEro Kpas pebepHOH Zyru Ha 3 cM, KpaH redeHu
9AACTHYHbIH, POBHbIH, YILAOTHEH, CEAE3€HKA HE IIaAb-
MUPYeTC.

Jlabopamopnvie nokazameau

O6muit  aHaAM3 KPOBH:  IPUTPOLMTHI  —
5,7410'2/ A, remornobus — 118 r/a, MCV —
68,3 fl, reiikouuror — 8,2:10°/, AnmonpTer —
14 %, monouurer — 13 %, meiirpopurer — 73 %,
sosunopurbl — 0,2 %, 6asopurnt — 0,2 %, Tpom-
6owutor — 146+10°/2, COD — 5 mm/ 4, petukyro-
uutbl — 16%0. AHM301MTO3, MUKPOLMTO3, THIIOXPO-
MHs1, [IOUKUAOLIUTOS,

O6muii aHaAM3 MOYH: LIBET — 3KEATBIH, IMPO-
spayHasi, kucias, naotHoctb — 1,010 r/a, 6Ge-
rok — 0,138 r/ A, redikonursr — 0—1 B moae spe-
nusi, sputpouutbl — 0—1 B noae spenus, naockuit
samuteanis — 0—1 B moae 3penns. Cyrounas noreps
6eaka — 1,5 1.

Buoxumuyeckuit aHaAM3 KpOBM: TAIOKO3a —
5,3 Mmmoab/ A, 06mmii 6erok — 811/ A, aabbymun —
42 %, xpeatunun@ocokunasa obmas — 89 E/x,
20,6 MMoAb/ A,
166 MxMoOAb / A, MoueBas kucrota — 447 MkMOAb/ A,
ob1Mi 6UAupy6uH — 69 MKMOAD / A, GUAMPY6EHH TIPS
Mol — 26,73 MkMOAb /A, 6uAupy6HH HeNPsSMOH —
42,27  MKMOAb/A,  Y-TAYTaMHATpaHCNENTHZA3A
(I'TTIT) — 89 E/ A, a-amuraza — 45 E /A, menou-
Has (pocporaza — 46 E /A, obmmit xorecrepun —
2,2 Mmoab / A, xorectepun NI THIT— 0,88 Mmoan /A,
xonectepun AIIBIT — 1,17 mmoan/aA, ACT —
23 E/a, ANT — 13 E/A, xeaeso B cbiBopoT-
ke — 5,58 MKMOAb/A, 2Keres0cBsA3bIBaIONIAs CIO-
cobnocte — 73,3 mxmoan/A. CKM mo ¢opmyre

MDRD — 38 ma/mun 1,73 m2.

Hucmpymenmanwvuwte 006caedosanus

MO4Y€BHHa — Kp€eaTHHUH —

IKI': uuskuii BoAbTazk, (QPHOPUANALMS TIpescep-
UM, HOPMOCUCTOAMYECKAsE (JOPMaA C YaCTOTOU 2KEAY-
noukoBbix cokpamenud 80/mun. Mubposubie usme-
HEHHUsI B TIepeHENeperopoIoHON 06AACTH, BBICOKHX
6OKOBBIX OTZ€AAX AEBOTO :KeAyZoduKa. DAokaza 3az-
Hell BeTBU AeBOH HozkH myuka [uca. [ Ipusnaku cuc-
ToAmdeckoi Harpysku Ha AK.

Ixo-KI': reBoe npeacepaue, nepeHesa Hui pas-
mep — 43 MM, MeanaAbHO-AaTeparbHbIE — 52 MM,
AAMHHasi ocb — 74 MM; MexxnpezcepaHas Nepero-
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poaka e usmenena; AIK: mexcxenyzoukosas nepe-
ropoaka (MRIT) — 18—21 mm, sagusas crenka
(3C) — 18 MM, KOHeuHDBIH AMACTOAMYECKHH pas-
mep — 46 MM, KOHEYHbIH AMACTOAMYECKHH O6Db-
eM — 69 MA, KOHEUHbIH CHCTOAUYECKHH 06beM —
35 ma, MBAK — no Cumncony 50 %; npasbrit
»KEeAyZ0UeK B MapacTepHaAbHOH mosuiuu — 30 Mu;
npaBoe mnpeacepane — >2—70 mm; HuKHAS TO-
Aasg BeHa — 22 MM. 3akAloueHHe: ZMAATHPOBAHbI
TIOAOCTH TIpEeJCEePAUH, BbIpazKkeHHash KOHIIEHTPHYe-
ckas runeptpous muokapaa AfK, mobarbnas co-
kpatumocTb Muokapzaa ALK Ha Hmxmed rpanmie Hop-
Mbl — au@Q@y3Has THIIOKHHE3Hs. MKIT umeer
HEOJHOPOJHYIO CTPYKTYpPy U TOBBIIIEHHYIO SXOTeH-
HOCTb MHOKapza ((peHOMeH «BAeCTAIEro MHOKap-
Za»), pUCYHOK. 30H HapyIIeHHI AOKaAbHOH COKPAaTH-
MOCTH He BbIABAeHO. AopTa He pacimmpena, pu6pos
TIOAYAYHHH, C SAeMEHTaMH KaAbLIMHO3a, a0pTaAbHbIH
MOTOK HopMaAbHbIH. MurtpanrbHas —perypruranys
[ crenenn. Tpuxycnuaarbhas peryprurauus I creme-
uu. PacyeTHoe cHCTOAMYECKOE ZaBAGHHE B AETOYHOH
aprepun — 34 MM pT. cT. PacxozkzeHye AUCTKOB Tie-
pukapzaa 3a 3C — 1,1 cm, 3a 60koBoit — 70 1,8 mm,
3a MPaBbIMH OTAEAAMH — 3—4 MM.

Y3H nouex: npasast mouka — noaozkeHue o6brd-
noe, pasmepnl 105:50 mm, mapenxuma TOAIIHHON
15 MM oaHOpoaHasi, sXOreHHOCTb B MpeeAax HOP-
Mbl, KOHKDEMEHTOB HeT. J\eBasi IoYKa — MOAOZKEHHE
obbranoe, pasmepbl 10553 MM, mapenxuma TOAIIHHONR
15 MM oaHOpOAHAs, 3XOTeHHOCTD B MpeZeAaX HOPMbI,
KOHKPEMEHTOB HeT. YallleuHo-A0XaHO4Hasi cHCTeMa
He paclIupeHa.

Y3H opzaros 6prowroii norocmu: ymepennbie
AuQ@ysHble U3MEHEHHsl IeYeHH: MpaBas JOAT —
145 MM, reBas goas — 86 MM, cTpyKTypa napeHxu-
Mbl OJHOPOZHASI, MEAKOP3EPHHUCTAs!, 3XOT€HHOCTD 110~

2} 5
G0OU CPBGU Mechni

cova
adultiu

GAIN
COMP

BbIITIEHA, ?KEAYHBIE [IPOTOKH HE PACIIMPEHbI, BOPOTHAS
BeHa — 12 MM. YMmepennble auQ@y3HbIe H3MEHEHHs
NOZ?KEAYZIOUHOH  KEAE3BL: pasMepbl TOAOBKH —
26 mm, Tena — 15 MM, KOHTYpbI poBHbIE U YeTKHe,
9XOreHHOCTb AH(P@Y3HO IIOBbIIIEHA. Ouarosbie 06-
pa3oBaHHsl HE AOLUMPYIOTCS. (I\eAUHbIH Mysbipb Je-
(POPMHPOBAH, OTPEAEAAETCS TIOAUI ZUAMETPOM D MM.
Cenesenka He yBeanueHa. B 6prormnoii norocTu cBo-
60/Has1 2KUAKOCTD HE OTIPEAEAIETCS.
Penmazenopapus opzarnos 2pyarHoil KaemKu:
Ha 0030pHBIX PEHTreHOrpaMMax (POKYCHO-UH(PUABT-
PaTUBHbIX M3MEHEHUH He BbIABAeHO. /Jlu@ysHblii
nHeBMOCKAepo3. KopHu Aerkux ¢ puépo3HbIM KOMITO-
nentoM. Cunycor cBo6ozub. Juapparma pacrorozke-
Ha 06bIYHO. |eHb cepala paciIMpeHa B MOMepedHHKe

3a cuer AfK.

MDubpozacmpoayoseHOCKONUS: TIOAUIIbI  TeAa
KeAayZKa Ha (poHe aTPOPHUYECKOI'0 raCTpHUTa C dPO3Hs~
MH B aHTPAAbHOM OTZeAe. ATPO(HUECKUH yOZeHHUT.
Tect na Helicobacter pylori noaozuteabnbiii (+++).
[lo pesyabraTam 6uoricuu BbisiBAEH THIlepIAACTHYE-
CKUH TIOAMII U XPOHMYECKHH aTPO(PHYECKHH TaCTPUT
YMEPEHHOH aKTHBHOCTH C THIIEPIIAA3HEN TIOKPOBHOIO

SIIUTEAUA.

onoanumenvnwvie memoovt 06c1e008aHUSL,
oughhepenyuanvubiii ouaznos

Takum ob6pasom, y mnaumenta 77 AeT ¢ aHaMm-
nesom MDBC (anrumonractukoit um creHTHpOBaHHEM
TpaBOH KOPOHAPHOH apTepHH), TOCTOSHHOH (OPMOH
(PUOPUANLIMM  TIPEJCEPAUN, C SIBAEHHUSIMH OHBEH-
TPUKYASIDHOU CEPJIEYHOH HEJOCTATOYHOCTH U pPe3eK-
UMed MPSIMOU KHINKH [0 TOBOAY a/leHOKAapPLMHOMbI
B aHaMHese obpaiard Ha cebsi BHUMaHHE CAEZLyIO-
IIHe JaHHble 0OCAEZOBaHUH: BbIpa:KeHHass UKTEPHY-
HOCTb KO2KHBIX [TOKPDOBOB U CKAep, HabyXIIHe I1eHHbIe

GU Mechni
cova
adultlu

GAIN 59
COMP €

1?7CM
S8HZ*

Ixoxapauopaduueckoe usobpadxiceHue cepaud.

Iapacmepranrvras nosuyus, gaunnas oco (a), kopomrxas oco (6). [losbiuennas axozernocmo muoxapaa

((peromen «baecmswezo Muokapia»)
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C. A. bongyeBa v gp.

BEHbl, yBEAHYEHHEe TMeYeHH M OTeKHM HIKHHX KOHed-
HOCTeH, HaAMYHe Te4eHOYHO-KAETOYHOH HeA0CTaToY-
HOCTH C SIBAGHHAMH XOAecTasa, IOBbIIIEHHE YPOB-
Hsl MOYEBHHbI M KpeaTHHHHa, a Takxe ganHble DRI
(umskuii BoabTazk) m sxo- KI: yBeamuenwe mpez-
cepaMil TIpH HeGOABIIMX pasMepax MOAOCTEH 2KeAy-
ZIOYKOB, COXpaHHasi cucToAudeckas Qynxuus NK,
yroamenue creHok wmuokapza NAK (y mnauuwenta
He ObIAO aHaMHE3a apTepUaAbHOM THIIEPTEH3HH )
H (peHOMeH «bAecTsIIero MuoKapza». B cesasu ¢ atum,
B IEPBYIO Ouepelb MPOBOAUAH AU(DPepeHIIHarb-
HYIO /JMarHOCTHKY MezkJy CHCTeMHbIM aMHAOHZO-
30M C MOpaKeHMEM cepzlla, TedYeHH, MOoYeK, a TaK-
2K€ — B CBSI3H C OITyXOABIO IIPSIMOM KMIIIKH B aHAMHe3¢e
M TpeZbIZYIIMMH JaHHbIMH OOCA€JOBaHHs, CBHE-
TEeAbCTBYIOIIMMH 06 Ouarax A€CTPYKIHH B CeJaAHIL -
HOHM KOCTH M TOZO3PEHHH Ha KaHLEPOMATO3 GPIONTH-
Hbl, — OHKOAOTHYECKHM IIPOLIECCOM.

ZJlAsT MCKAIOYEHMSI 3AOKAYeCcTBEHHOTO TIPOLIEC-
ca B TOACTOH KMIIKE BbITOAHEHa (PHOPOKOAOHOCKO-
nust ¢ 6uorcuedt moaunos. Jlas Bepudukaluy cucrem-
HOTO aMMAOMZI03a TIPOBEJEHbI GHOICHS CAH3HCTOH
060AOUKH MPSMOH KHIIKH C OKPACKOH KOHIO KPaCHbIM,
aHaAM3 KPOBHU Ha K- H A-IIETTH, HMMYHOAOTHYECKOE HC-
CAeZI0BaHMe ChIBOPOTKH KPOBH Ha MMMYHOTAOOYAMHDI,
aHaaus Moun Ha 6erok Dewnc-/lonca, creparbHas
TYHKIIUA.

DubpoKo.10HOCKONUS: COCTOSIHUE TIOCAE pPe3eK-
umu curmoBuaHou kuiike, Ha 10 cm ot anyca anacro-
MO3, MIPOXOZHM, CAUBHCTas 06OAOYKA B 30HE aHACTO-
Mo3a 0e3 HeoIlAa3HH, B OOAACTH I1€YeHOYHOTO yrAa
TIOAMIT IIMAHHZPHYECKOH (opMbl, auameTpoM a0 1 cm.
Buoncus cansucroii o6orouku (0kpacka Ha aMHAOH-
103). Pesyabmam 6uoncuu: orpunatebubiii (okpa-
CKa Ha aMHAOMJ, KOHT'O KPACHbIM ).

Anaaus mouu na 6eaox Berc-Arconca: orpuna-
TEAbHDIH.

Amnaaus kposu Ha nezkue uenu: cBO6OAHbBIE K-11€-
nu Ig B coiBopotre: 40,01 mxr/ma (nopma 8,5—35);
cBoboaubie A-ueru Ig B cphiBopotke: 10,05 mxr/ ma
(mopma 0,5—4,5).

Hmmyronozuueckoe uccaegosarue coigopom-
ku xposu: [IMK — 70 ea (umopma 50—80 ea.);
IgA — 5,82 r/A (wopma 0,7—4 r/r); IgM —
2186 r/a (mopma 0,4—2,3 r/ar); IgGC —
15,38 r/A (uopma 7—16 r/a). Ilosbumena xon-
uentpauusi IgA. Muenozpamma: KocTHO-MO3roBoH
MyHKTAaT yMepeHHO 60raT KATOYHbIMHM IAEMEHTaMH,
reMOIO3THYECKas! TKaHb MpeobAazaeT Haz, KHPOBOH.
[panyrouuTapHbIii  POCTOK pasBEpPHYT, COOTHOIIE-
HHE CO3PEeBaIOIIMX U 3PEAbIX SAEMEHTOB MPABHAbHOE.
AUMQOLHUTBI B yMEPEHHOM KOAHYECTBE, PacloAOzKe-

HbI ZUPPY3HO. Koanuectso naasmaruueckux KaeTok
B npezerax Hopmbl (0,5 %). Dpurpouaubiit pocTok
B /IOCTATOYHOM KOAHYECTBE, HOPMOOGAACTHUECKHH.
MerakapuonurapHblil pOCTOK MPeACTABAEH DAEMEH-
TaMH Pa3AHYHbIX CTAZMH CO3PEBAHUA U CTEMeHH aK-
TUBHOCTH.

O6cyxpeHne

Takum o6pasom, Ha OCHOBaHMH pe3yAbTAaTOB
(PUOPOKOAOHOCKOTIMM U (PUOPOTacTPOAYOLEHOCKO-
MUK ¢ GHOTICHEH, JAHHBIX O 3A0KAYECTBEHHbIX HOBO-
obpasosanusax (KKT Bbiasreno me 6biro, okpacka
Ha aMHAOHM/lL — OTPHIATEAbHasl, 110 PE3yAbTATaM CO-
JlepaKaHusl AerKUX lieredl ¥ MHeAOTrpaMMbl MH(OpMa-
MU B M0Ab3Y AL -aMuAou103a U MHEAOMHOH 6oAes-
Hu Tak:ke He moaydeHo. OaHako HaAMdHe TseAoOH
«aunacroandeckoit» XCH ¢ yroamenuem crenox AR
y nauuenta 6e3 anamuesa Al' u nepenecennoro un-
(apkra Muokapza ¢ ydetom ganubix DRI u, mas-
HbiM obpasoM, axo-KI', a Tax:ke sakaouenue ne-
BPOAOTA O [TOAMHEHPOIIATHH KUCTEH U CTOI, HECMOTPS
Ha OTpPHIATEAbHblE PE3YAbTAaTbl GHOINCHH CAMBHCTOH
OGOAOYKH MPAMOH KHIIKH, HE TO3BOAIAM HCKAIO-
YUTh CHCTEMHBIA aMHAOHZ03 JPYrOH MPUPOJbl —
TpancTHpeTHHOBbIH. | [opazkenue nevenu c sBAeHHAMU
T1€YeHOYHO-KAETOYHOH HE/JOCTATOYHOCTH U XOAECTasa,
a TakzKke M MOoYeK C MPU3HAKaMU CHHKEHUS (yHKLIHHU
U YMEPEHHOU [IPOTEUHYPHEH TaK2Ke He IIPOTUBOPEUHAH
atomy auarnosy. OzHaKo A BepUPUKALUU CHCTEM-
HOTO aMHAOMZI03a C MPEHUMYIIECTBEHHbIM MOpazKeHH -
eM cepaua TpeboBarach OGHOIICHS MHOKapZa, KOTOPYIO
B CBSI3H C TS2KECTDBIO COCTOsIHUS O0AbHOro u becrep-
CIIEKTUBHOCTDBIO CIELM(PHIECKOTO ACYEHHUS B CAyYae
MOATBEPKAEHUS JMarHO3a 110 STHIECKHM COobpazke-
HHUSIM GbIAO PEelleHO He TIPOBOJHTD.

B xoze rocrnurarusauyu Ha (OHE AeKapCTBEH-
noit Teparuu XCH u renmaronporexktopos cocrosiHue
Mal{eHTa yAy4IIHAOCh: MOBBICHAACh TOAEPAHTHOCTD
K (PM3MYECKOH Harpyske, yMEHbIINAACH O/bIIIKA, HC-
yesAu oTekH (COXpaHsAAACh AMIIb TACTO3HOCTb CTOM),
YMEHbIIUAUCh SIBAEHHSI SHIIePaAONaTHH, I1eYeHOU-
HOM HeJOCTaTOYHOCTH, XoAecTasa. | lanueHt 6bin
BBITUCAaH B OTHOCHTEABHO YZOBAETBOPHTEABHOM CO-
CTOSIHMH Ha aMOYAaTOPHOE AeYeHHe C OCHOBHBIM JHMa-
FHO30M CHCTEMHOIO aMHAOUZO03a. [PeKkoMeHZ0BaHO
B ycaosusix HMIL oukororum um. H. H. I'lerposa
BBINIOAHEHHE TPENAaHOOHOIICHH CeaArIIHOro Gyrpa
A MCKAIOYEHHs] 3AOKa4eCTBEHHOTO IIPOLlecca KO-
cru. [ laumenty 6p1r0 Takze peKOMeHZ0BaHO BbITOA-
nenne MPT cepaua ara Bepugukaumm npusHakos
AMHAOHM/I03a CepAlla. XOTeAOCh 6bl OTMETHTb, YTO
NALMEHT CTPAZAA [TOCTOSHHON (POPMOH (PUOPHUANSLIUH
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NIpeICEP/IMH, YTO YaCTO MPUBOAMUT K YXYZIIEHHIO Kade -
cTBa Busyaiusanuu Bo Bpemst MPT.

B cBsisu ¢ Tem, YTO OKOHYATEAbHbIH JHArHO3
nauyeHta He ObIA BepH(ULUPOBAH, Mbl IIPOCAEAM-
Au ero cyanby. B azaabmeiimem sa6oaeBanue mpo-
rPeCCUPOBAAO, B TedeHHE Troja ObICTPO HapacTa-
AM SIBAEHHSI CEPJEYHOH, IIOYEYHOH U IIe4eHOYHOU
HeJI0CTaTOYHOCTH. B TepMHUHAAbHOH CTaguM MaldeHT
6bIA FOCIIMTAAUBHPOBAH B KapMOAOTHYECKUH CTALMO-
Hap, I7ie TIOTH6 B CBSI3U C HapaCTaHUEM TTOAHOPTaHHOH
"ezocrarouHocTu. | lo pesyabraTam ayToncuu auarso-
CTHPOBAH CUCTEMHbIH CTapyecKHi aMMAon03 (TpaHC-
THPETHHOBBIH, THCTOAOTHYECKOE HCCAEAOBAHHME BbI-
noaneno B DI'BY «<HMMWL um. B. A. Aamazosa»)
¢ mopaxenuem cepaua (macca cepaua 667 r),
AETKUX, TIOYEK, COCYZOB HaZAIOYEYHHKOB, TOACTOH
kumky. |eHotunuposanue He mposoauu. /luarnoc-
THPOBAH TaK:Ke MEAKOY3AOBOH LIMPPO3 INEYEeHH, XPO-
HMYECKUH MH/ypPaTHBHbIA MaHKPEATUT B CTaZuu 060-
cTpeHMsi, MaHKpeoHeKkpos. | lopaxkeHue medenu, Kak
[IOKa3aAd JaHHbIE ayTOIICHH, He ObIAO CBSA3aHO C aMH-
AOHZI030M H OOBSICHAAOCH MEAKOY3AOBBIM LIHPPO30M
Ha (POHE BEHOBHOTO 3aCTOSI.

3aknioyeHue

[ IpeacTaBrennbIii KAMHMYECKHE CAydall TTOKasbl-
BaeT TPYAHOCTH MPUAKHU3HEHHON AUATHOCTUKH TPAHC-
THpPEeTHHOBOTO aMuAoHA03a. | lo zanHbIM AMTEpaTYDI,
HaAMYHE aMUAOHM/IHOTO TIOPAKEHHUs Cep/lia yXy/AiaeT
[IPOrHO3 TMALIMEHTOB IO CPABHEHHIO C MOPaKeHUEM
apyrux opranos [17]. Cpeausas npogorzxuTeAbHOCTD
KU3HU [I0CAE BEPU(PHUKALNM JUACHO3a COCTABASIET
HemHoruM 6oaee ogmoro roza [3]. K coxxanenuo,
B HacTosillee BpeMs HET d(PPEKTHBHbIX METOJ0B A€~
YeHUs] TPAHCTHPETUHOBOTO aMHUAOH/I03a B CTA/IUH Pas-
BepHyTbIx nposisaennit XCH, no BbisaBAenue aannoi
[IATOAOTHU Ha PaHHHX CTAJUSIX JAET IIAHC C/epKUBa-
HUs1 [Ipoliecca 06pa3oBaHUsI AMHAOH/IA.

Jlurepartypa

1. Adams D., Cauquil C., Labeyrie C. et al. TTR kinetic sta-
bilizers and TTR gene silencing: a new era in therapy for familial
amyloidotic polyneuropathies // Expert. Opin. Pharmacother. 2016.
Vol 17. Ne 6. P. 791-802.

2. Benson M.D. Liver transplantation and transthyretin amyloi-
dosis // Muscle Nerve. 2013. Vol 47. Ne 2. P. 157-162.

3. Brunjes D.L., Castano A., Clemons A. et al. Transthyretin
Cardiac Amyloidosis in Older Americans // J. Card. Fail. 2016.
Vol. 22. Ne 12. P. 996-1003.

4. Coelho T., Adams D., Silva A. et al. Safety and efficacy
of RNAI therapy for transthyretin amyloidosis // New Engl. J. Med.
2013. Vol. 369. P. 819-829.

5. Connors LH., Sam F., Skinner M et al. Heart failure result-
ing from age-related cardiac amyloid disease associated with wild-

type transthyretin: a prospective, observational cohort study //
Circulation. 2016. Vol. 133. P. 282-290.

6. Falk R.H., Durbey S.W. Amyloid heart disease // Prog.
Cardiovasc. Dis. 2010. Vol. 52. P. 347-361.

7. Gillmore J., Falk R., Maurer M., Hanna M. Interim re-
sults from pilot phase 2 trial of revusiran (ALN-TTRsc) // In: Amer.
Heart Ass. Ann. Meeting Sci. Sessions. Chicago, IL, USA. 2014.
P. 15-19.

8. Jacobson D.R., Alexander A.A., Tagoe C., Buxbaum J.N.
Prevalence of the amyloidogenic transthyretin (TTR) V122l allele
in 14 333 African-Americans // Amyloid. 2015. Vol. 22. P. 171-174.

9. Kanasty R., Dorkin J.R., Vegas A., Anderson D. Delivery
materials for siRNA therapeutics // Nat. Mater. 2013. Vol. 12.
P. 967-977.

10. Koike H., Tanaka F., Hashimoto R. et al. Natural his-
tory of transthyretin Val30Met familial amyloid polyneuropathy:
analysis of late-onset cases from non-endemic areas // J. Neurol.
Neurosurg. Psychiat. 2012. Vol. 83. P.152—-158.

11. Kyle R.A. Amyloidosis // Circulation.
P. 1269-1271.

12. Maurer M.S., Schwartz J.H., Gundapaneni B. et al. Tafa-
midis Treatment for Patients with Transthyretin Amyloid Cardio-
myopathy, ATTR-ACT Study Investigators // New Engl. J. Med.
2018. Vol. 379. Ne 11. P. 1007-1016.

13. Obici L., Cortese A., Lozza A. et al. Doxycycline plus tau-
roursodeoxycholic acid for transthyretin amyloidosis: a phase I
study // Amyloid. 2012. Vol. 19 (Suppl. 1). P. 34-36.

14. Obici L., Merlini G. An overview of drugs currently un-
der investigation for the treatment of transthyretin-related heredi-
tary amyloidosis // Expert. Opin. Investig. Drugs. 2014. Vol. 23.
P. 1239-1251.

15. Penchala S.C., Connelly S., Wang Y. et al. AG10 inhibits
amyloidogenesis and cellular toxicity of the familial amyloid cardio-
myopathy-associated V122l transthyretin // Proc. nat. Acad. Sci.
USA. 2013. Vol. 110. Ne 24. P. 9992-9997.

16. Phay M., Blinder V., Macy S. et al. Transthyretin aggre-
gate-specific antibodies recognize cryptic epitopes on patient-
derived amyloid fibrils // Rejuvenation Res. 2014. Vol. 17. Ne 2.
P. 97-104.

17. Rapezzi C., Lorenzini M., Longhi S. et al. Cardiac amy-
loidosis: the great pretender // Heart Fail Rev. 2015. Vol. 20.
P. 117-124.

18. Sant’Anna R., Gallego P, Robinson L.Z. et al. Reposi-
tioning tolcapone as a potent inhibitor of transthyretin amyloido-
genesis and associated cellular toxicity / Nat. Commun. 2016.
Vol. 7. P. e10787.

19. Sekijima Y., Tojo K., Morita H. et al. Safety and efficacy
of long-term diflunisal administration in hereditary transthyretin
(ATTR) amyloidosis // Amyloid. 2015. Vol. 22. Ne 2. P. 79-83.

20. Sekijima Y., Uchiyama S., Tojo K. et al. High prevalence
of wild-type transthyretin deposition in patients with idiopathic car-
pal tunnel syndrome: a common cause of carpal tunnel syndrome
in the elderly // Hum. Pathol. 2011. Vol. 42. P. 1785-1791.

21. Sekijima Y. Transthyretin (ATTR) amyloidosis: clinical
spectrum, molecular pathogenesis and disease-modifying treat-
ments // J. Neurol. Neurosurg. Psychiat. 2015. Vol. 86. Ne 9.
P. 1036—-1043.

22. Sipe J.D., Benson M.D., Buxbaum J.N. et al. Amyloid fi-
bril proteins and clinical classification of the amyloidosis // Amyloid.
2014. Vol. 21. P. 221-224.

28. Waddington C.M., Benson M.D. A review of tafamidis
for the treatment of transthyretin-related amyloidosis // Neurol.
Ther. 2015. Vol. 4. P. 61-79.

24. Westermark P., Benson M.D., Buxbaum J.N. et al. Amy-
loid: Toward terminology clarification. Report from the Nomen-
clature Committee of the International Society of Amyloidosis //
Amyloid. 2005. Vol. 12. P. 1-4.

MocTtynuna B pepakumio 12.10.2018
Mocne popabotkm 12.10.2018
MpuHATa K nyénmkauum 24.10.2018

1995. Vol. 91.

143



C. A. bongyeBa v gp.

Adv. geront. 2019. Vol. 32. Ne 1-2. P. 137-144

S. A. Boldueva, V. B. Petrova, V. Kh. Khavinson, M. V. Samohvalova, A. I. Petrova

PROBLEMS OF DIAGNOSTICS AND TREATMENT OF TRANSTIRETINUM AMYLOIDOSIS
WITH DESTRUCTION OF THE HEART IN THE ELDERLY: CLINICAL EXPERIENCE

. 1. Mechnikov North-Western State Medical University, 41 Kirochnaya str., St. Petersburg 191015

The article presents a modern understanding of the treatment of cardiac amyloidosis, provides data
on the frequency of occurrence, classification and variants of clinical manifestations of transthyretin amy-
loidosis. This pathology is a slowly progressive disease, the symptoms of which usually appear in the
elderly and senile age. This diagnosis may become more common in the future as the population ages
and diagnostic methods improve. As an illustration, a description of the clinical case of transtritin amyloi-
dosis of the heart in a 77-year-old patient, which occurred with a primary lesion of the heart and symp-
toms of chronic heart failure, is given. It shows the difficulties in the lifetime diagnosis of transthyretin
amyloidosis.

Key words: transthyretin amyloidosis, heart failure, ATTR, cardiomyopathy, «wild-type» amyloidosis
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