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B ctaTbe Np1BOAMTCS HabniofeHWe pefiKov HacNeACTBEHHOM (hopMbl chcTeMHOro ATTR-aMUIona03a y pycckoro nauyeHTa C 00CyKAeHeM NoAXoA0B
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The article presents the case report of a rare hereditary form of systemic ATTR-amyloidosis in Russian patient with a discussion of approaches to the di-
agnosis and treatment of this form, also based on the own experience in the management of such patients. Modern ideas about the pathogenesis of
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patients with amyloidosis, especially the article focuses the reader's attention on the true infiltrative nature of transtiretin amyloid cardiopathy in
contrast to AL-amyloidosis, in which there is a significant inflammatory component that determines a more unfavorable natural course of
AL-amyloidosis of the heart. The article discusses the differential diagnosis of different types of amyloidosis, the diagnostic difficulties associated with
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methods of treatment of ATTR-amyloidosis are discussed
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OOuwee npeacTaBneHne N knaccndurkaums
CNCTEMHOIo amMmunonaosa

CUCTEMHBIV aMUNION03 NpefCcTaBnseT cobou rpynny
3aboneBaHuI, KOTOpble XxapaKTepU3yOTCsS NPOrpeccupyto-
LLIIM BHEKIETOYHbIM HaKOMIEHUEM HEPACTBOPUMOTO Prd-
PUNASPHOTO MMKonpoTtemaa — ammnovaa [1,2]. ubpunnel
TONWMHOM 5-10 HM OTNIMHAIOTCA BbICOKOW YNOPAAO4EH-
HOCTbIO, bnarofaps oMo B-cknagyaTor KoHbopMaLLMn
BO BTOPUYHOW CTPYKTYpe benka-amunongoobpasosatens.
Takas ynopsifgo4eHHOCTb CTPOEHUst NpuaaeT amunonay
KpucTannonogobHble CBOMCTBA («KPUCTan Ha NIOCKOCTA»),
YTO MPOSIBNSAETCH CMOCODHOCTBIO K ABOWMHOMY Nyderpe-
NOMJIEHMIO, KOTOPOE BbISBASIOT NMPU OKPacke KOHro-Kpac-
HbIM. AMUIONA, OKPALUEeHHbIVW 3TUM KpacuTenem, npu
MUKPOCKOMM B NOMSIPU30BAHHOM CBETE MEHSET LBET C
KpacHoro Ha sibno4Ho-3eneHoe CBeYeHWe, 3TO SBMSETCS
r1aBHbIM OMarHOCTUHeCKIM KputeprieM ammnongosa [1,2].
AMUNIONT, HAPYLLIAET apXUTEKTOHMKY MOPaXKEHHbIX TKaHeN
1 IBNAETCS NPUYMHON ANCHOYHKLMM OPraHoB.

Paznnums mMexzay MHOroobpasHbIMU KITMHNYECKUMU
bopMamm ammnonao3a 0bycIoBNEHbI OTNIOXEHMEM Pa3HbIX
OenkoB-npeLecTBEHHIKOB, U3MeHeHUs KOHMOopMaLmn
KOTOPbIX MPUBOAAT K X AeCTabunisaLmm 1 obpa3oBaHuMio
burbpunn. B HacTosLlee Bpemsi n3BecTHo bonee 30 aMu-
NOVAOreHHbIX OEMKOB, HO Yallie BCEro BbIABNAIOT AA-aMu-
novao3, obYCNOBMEHHbIN HakomieHem Oenka ocTpom
da3bl — SAA, NpU XPOHNYECKMX BOCMANMTENbHbIX 3a00-
neBaHuax U AL-amunnonaos (bonee peakune ero BapuaHTbl
AH, AHL, B abbpeBuatype L — nerkue uenm MMMyHOrO-
6ynumHos (light chains of immunoglobulins), H — Tsxenble
uenv nmmMyHornobynmHos (heavy chains of immunoglob-
ulins), pa3BMBAOLLMIACS NPY OTIIOXKEHI MOHOKJTOHATbHbIX
VMMMYHOIMOBYNMHOB y OONBbHBIX TMMQOMNIa3MakIeTOHHbIMM
ONCKPa3UsaMK, B T.4. MHOXECTBEHHOW Muenomon [1,2].

NcTtopusa nsyyeHus
nyactota ATTR-ammnnomnposa
TpaHcTVpeTHOBbLIM (ATTR) amunnonao3 Bnepsble Obin
onucaH Corino Andrade B 1952 1. y 76 6onbHbIx 13 Ce-
BepHon [lopTyranuu C ayTOCOMHO-AOMWHAHTHOW amMu-
NOVIIHOV NONMHEBPOMNaTUEN C NPeVMYLLIECTBEHHbBIM NO-
paXXeHeM HEPBOB HOT M Ta30BbIX OPraHOB. DTOT BAPMAHT
aMuIoMao3a cnocobeH 0bpa3oBbIBaThb IHAEMNYHbIE O4aru
(CesepHas Moptyranus, CeBepHas LLIBeuus, bpasmnus,
tOxHas AnoHWs), nokanM3aums KoTopbIX BMOMHE COOT-
BETCTBYET reorpacum NopTyranbCckmx MIUrpaLLvi B Nnepmog
CpeOHeBEeKOBbS M 3MOXM BENMKMX reorpadmyeckmnx ot-
KpbITUK. [10 3TOM NPUYMHE 40 HeAABHErO BPEMEHU CHM-
Tanu, 4TO Ha TeppuTopun Poccmm 31a hopmMa ammnomnaosa
He BcTpeyvaetcs. OfHaKO B HacToslee BpeMs, nocne
BHeOPEeHMA B KIMHUYECKYIO NPaKTUKY METOLO0B MOJeKy-
NSPHO-reHeTNYeCKOW ANArHOCTVKM MyTaLMI TpaHCTMpe-
TWHa, cpean 359 BoNbHbIX CUCTEMHbBIM aMUNOMUI030M,
HabnofaemMbIx B KnHMKe M. E.M. TapeeBa, ATTR guar-

HOCTUPOBaH Y 5% B0JbHbIX, a C y4eTOM DEeCCUMMTOMHbIX
HoCUTeNen NaToreHHbIX MyTaumn — y 8%. ITu OaHHble
SBNAKOTCA HECOMHEHHbBIM YKa3aHeM Ha OpdaHHOCTb 3TOM
dopMbl 3aboneBaHUs, OOHAKO BaXHee OTMETUTb, YTO
ATTR-aMmmnnongos BCTpeYaeTcs Ha Tepputopum Poccum ¢
4acTOTOM, PaBHOW CPeHEEBPONENCKOMY NMoKa3aTento Ans
He 3HOEMUYHbIX 30H. bonee TOro, STHNYECKMIN COCTaB Na-
LIMEHTOB Hallewn rpynmbl, CKkopee, COOTBETCTBYET HaLMO-
HanbHOMYy cocTtaBy Poccum (pycckme — 54%, Tatapbl —
15%, nonsaku — 15%, eBpen — 8%, apMsiHe — 8%), a B
CeMeMHOM aHaMHe3e MaLMeHTOB OTCYTCTBYIOT yKa3aHus
Ha BO3MOXHOCTb KOHTAKTOB C 3HAEMWYHbIMW 30HaMU
ATTR. OnutenbHoe BpeMs (MedmaHa 69 Mec, MexkBap-
TUMNbHbIN pa3max 42-98 mec), Heobxoammoe ans ycra-
HOBNEHMA OMarHosa OT Havafna MepBbiX MPOSBIEHUN,
yKa3blBaeT Ha HeJOCTaTOYHYI0 MH(POPMUPOBAHHOCTL Bpa-
yen 06 3ToM 3aboneBaHMM, 1, BEPOSTHO, MOXHO AyMaTb
B LeNOM O runogmarHoctke ATTR B Poccum. STa npobnema
0CODEHHO aKTyasnbHa [t HEBPOJSIOTOB U KapAMOJIOro.,
T.K. nporHo3 ATTR B nepByto o4vepenb onpefensercs rno-
pakeHneM CepALa 1 HePBHOM CUCTEMBI.

KnnHunyeckune npogdsneHund
n pnarHoctuka ATTR-ammnnongosa

MpuBOANM COBCTBEHHOE KNMHMYeckoe HabniogeHne
HacneacTBeHHoro ATTR-amMmnnonago3a ¢ obcyxaeHvem co-
BPEMEHHbIX MOAXOAOB K AMArHOCTMKE, NeYeHMIO 1 BO3-
HMKaIOLLMX B CBA3U C 3TUM TPyLHOCTEN.

BonbHow 65 net, aTHUYeckun pyccknn. C 2012 . no-
SIBUIIOCh CHUXKEHWe DOMeBO, TEMMNepaTypPHOMN 1 TakTUIb-
HOW YyBCTBUTENILHOCTI B 06MaCTV KUCTEN 1 CTOM Mo TUMy
«Mep4aTok» 1 «HOCKoB». B aHBape 2013 . B xo4e cTa-
LMOHapHOro obcnenoBaHMs Oblna AMarHOCTMPOBaHa AMC-
TaflbHas CEHCOPHas NONMHeBPOMNaTUS.

Mpu anekTpomMmorpadpum B Mae 2015 . B HepBax HOr
BbIiB/IEHbl IPyOble aKCOHaNbHO-AEMUENNHU3MPYIOLLIME
HapyLleHus, Hanbornee BbipaXkeHHble B MariobepLOBbIX
HepBax. B HepBax pyK MMenucb Npr3Haku Herpyoom ae-
MUENVHM3aLMN, HeOONbLLVE aKCOHAbHbIE HapPYLLIEHWS,
CHMXKEHVe CKOPOCTX NPOBeAeHNS MMMYbCOB.

C 2014 r. nauMeHT OTMETUI BO3HVKHOBEHME HE3HaYM -
TeNbHOW OAbILLKM NPWY Harpy3ke, KOTopas ycunmnach B ce-
penviHe 2014 1. NOSBUIUCH OTEKU HOT (no cpenHen TpeTtu
roneHent), obuas cnabocTb, NPOrpeccMpoBani HeBPOO-
rnyeckme HapyLeHus. B aHape 2015 1. naumeHT noBTOPHO
rocnnTanM3npoBaH B CTaLoHap. Mo pesynsratam 3xokap-
Avorpaduy BbiSIBNEHbI BbIPaXXEHHas AuMnaTalms nesBoro
npeacepans, yTonLieHMe CTeHOK NeBoro xenyao4dka (J1X),
30HbI TMNOKMHE3NN B MEXOKENYA04KOBOW Neperopoake,
YMNMoTHeH e 3HaoKapAa. Mpu aToM dpakums Bbiopoca JIK
oCTaBanach B npegenax HopManbHbIX 3Ha4YeHun. Bbipa-
>KEHHOCTb MOPaXeHWst M1OKapAa NOATBEPXAANO 3Ha4M-
TenbHoe noBbilleHne ypoBHA NT-proBNP (0o 30 Hopwm).
CocTosiHME ObINIO pacLieHEHO Kak MporpeccupyoLLas ulle-
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(A-C) - cinema mode, end diastole phase, the long (A,
B) and short (C) LV axes; the short axis (C) in the early
contrast phase. (D-F) — delayed phase after intravenous
contrasting with gadolinium-containing contrast agent.
Symmetric LV hypertrophy (arrow), diffuse early contrast-
ing of the myocardium of the left ventricle (C). Circular
zones of delayed contrast in the interventricular septum
(transmurally), in the anterior-lateral, anterior and lower
walls (subendocardial), in the papillary muscles of the LV
(dotted arrows). Bilateral moderate hydrothorax (*), hy-
dropericardium (A).

(A-C) — KMHO-pexmM, thasa KOHEYHOW AMactosbl no
anuHHon (A, B) v koportkoit (C) ocsam JIK; n3obpaxerus
no kopotkoi ocu (C) B a3y paHHEero KOHTPACTMPOBa-
Hus. (D-F) — oTcpodeHHas dasa nocse BHYTPYBEHHOTO
KOHTPACTMPOBaHWA raA0NAMHUA-COAEPXaLLMM KOHTPACT-
HbIM NpenapaToMm. Mpr3HaKM CUMMETPUYHOW TYNepTpo-
hum mrokapga JIX (crpenku), Anddy3Horo paHHero
KoHTpacTpoBaHus Muokapaa JIX (C). LnpkynspHbie
30HbI OTCPOHEHHOTO KOHTPaCTUpoBaHWs B MXIT (TpaHc-
MypanbHo), B nepeaHe-60KoBOM, NepeHei 1 HKHAM
cTeHkaMm (cybHaa0KapAnanbHo), B NanuNSpHbIX MblLl-
uax JK (nyHKTUpHbIe cTpenku). [BYCTOPOHHM yMepeH-
HbI ruapoTopakc (*), rmaponepukapg (A).

Figure 1. MRI of the patient's heart
PucyHok 1. MPT cepaua naumeHTa.

Muyeckas bonesHb cepaua. Mpu kopoHaporpabum cTeHo3
nepenHen Mexokenyao4koBoW BeTBWM cocTaBun 65%,
npaBo KOpoHapHou apTepun — 75%. B hespane 2015 1.
NaumeHTy BbINOMHEHa YPECKOXHasA KOPOHapHas aHrmo-
nnactMka nNpaBov KOPOHapHOW apTepun. B nocneonepa-
LUMOHHOM Mepuope MPOBOAMIAChE MHOMOKOMMOHEHTHAsA
Tepanusd aHTUKoarynaHTaMm, aHTarperaHtaMm, guypeti-
Kamu. OfgHaKo nocsie CTeHTUPOBaHUA COCYL0B cephLa Co-
CTOsIHVE MalMeHTa OCTaBanocb Oe3 NONoXMUTENbHOM An-
Hamukn. OceHblo 2015 . ofblllka CTana BO3HWKATb yXKe
npw xoasbe no kBapT1pe, becnokounnn nepedbon B pabote
cepoua. B TedeHme roga macca Tena CHm3unach Ha 7 Kr,
nosiBMNack amcdarus, cnabocrb MblLL, HOT. MaLmeHT Obin
rocnutanusnpoBaH B HMWLL npodunaktnyeckon Meam-
UMHbI. K 3TOMY MOMEHTY MO OaHHbIM 3X0oKapamorpapum
TOMNUMHA MEXKeNya0o4KoBOW Nneperopoaky aoctuma 22
MM, CHM3MNachk hpakums Beibpoca ¢ 57% A0 45%. Mpun
CyTOYHOM MOHUTOPKUPOBaHMK DK BbISBNEHbI Xenyao4-
KOBble 1 HaOXKenymo4KOBble 3KCTPACUCTOSbI, HECKONbKO
KOPOTKMX MapoKCM3MOB prbpunnaumm npeacepamm.
Mp1HMMas BO BHYMaHWe COYeTaHMe KapAMoMMonaTmm
C NporpeccupytoLLen AncranbHoV NonrHeBponaTtmen, ob-
Cy>XOanv ankorosbHyI0 3TNOOTMIO 3a00NeBaHWS, CaxapHbIi
nvabeT. B cBsi3K C Amcdarvien UckioHanm CUcteMHyto ckrie-
poAepMUIO. BbipaxkeHHas rmneptpodud Myokapda y na-
UMeHTa 0e3 apTepranbHONM rmnepTeHsmy B aHamHese, Ta-
Xenas guacronuyeckas AUCPYHKUMSA, MHOXECTBEHHbIe
0Y4aru 3epHUCTOCTY B MEXCKENYA04YKOBOW Neperopoake npm
3XoKapamorpadum Janm OCHOBaHVe Npeanonararb MarHo3
©one3Hu HakonneHus, B NePBYIO o4epeflb — aMUITOUA03.
MpoBeaeHa MarHUTHO-pe3oHaHcHas ToMorpadums (MPT)
MMOKapAa C ragonviHeM: Ha pOHe BbIPaXKeHHOIo yTon-
LeHms cteHok JDK o 14-20 MM, OTMeYeHO LMpKyNapHoe
cybaHaoKapananbHoe amddy3Hoe HakonneHne KOHTpacT-
HOro BellecTBa MuokapaoM JIK (nepenHen, nepenHe-

DOKOBOW U HNXKHEW CTEHOK; TPAHCMYypasibHOe KOHTPaCTL-
POBaHe MEXCKENYOKOBOW Neperopoakin). PecTpykTBHas
KOHUrypaums cepgua orcytcrsoBana. OTmedancs yme-
PEHHbIV ABYCTPOHHUI rapoTopakce, rmaponepukap. Oa-
Hako, AMhdY3HbIN XapakTep KOHTPACTUPOBaHWS Aenan
MasnoBEPOATHBIM MLLIEMNYECKOE MOPaXKeHe M1NoKapaa,
NpY KOTOPOM HaKOMeHVe NPONCXOAUT NoKalbHO B Oac-
CeliHe CTeHO3MpPOBaHHOM apTepum (purc.1). bbina vcknio-
YeHa Takxe runeptpodmyeckas KapauoMuonaTus, npu
KOTOPOW rafloNMHIUIM COCPefoTaqyBaeTCs B yHacTKax puro-
pO3a, YTO MPMBOLAMT K O4aroBoMy vy anddy3o-04aroBomy
TUNY KOHTPACTMPOBaHWs. Taknm obpa3oM, faHHble MPT
CBUOETENIbCTBOBASIM B MOJb3Y KOHLENUMM aMUNona03a.

Mpyt NOBTOPHbIX BMONCUAX MPSAMON KULWKW BbISBUTb
aMunona He yaanock, No pesyssrataM MMMYHOXMMUHECKOTO
ncanefoBaHMA UCKITIOYEHa MOHOKITOHAabHaA raMManaTig,
Heobxonumas ans obocHoBaHua AL-amunovgosa. Cu-
CTEMHOCTb NMOPAXXEHNS C MPENMYLLECTBEHHbBIM BOBIEYEHEM
CepALa 1 HePBHOWM CUCTEMBI, OTCYTCTBME XPOHNHECKMX BOC-
nanuTenbHbIX 3ab0neBaHM NO3BONUIM NPAKTNYECKN OT-
BEPrHyTb KOHLEeNuuio BTopuyHoro AA-amunongosa. Bo
BpemMsd rocnutanmsaumm B KMHMky Um. E.M. TapeeBa B fe-
kKabpe 2015 1. Groncus NPSIMON KUK Ha aMuiong, Obina
OOMONHEHa NMMYHOTMCTOXMMUYECKM UCCTIEA0BAHNEM C
NPVYIMEHEHVEM aHTUCBIBOPOTKM K TPAHCTUPETUHY, OAHAKO
cneumndmyeckor NIoMUHeCLEeHLM He HanaeHo. B Hopme,
npW OTCYTCTBUM aMUNONAA, TPAHCTUPETUH B TKaHW He 00-
HapPY>XXMBAIOT, B CJly4ae HaNM4umMs CBEYEHWUSI MOXHO Oblno
Obl KOCBEHHO Mpefrnonarate HanM4ve aMunounaa; ciabas
KOHrO@uUnms TPaHCTMPETMHOBOIO aMUTONAA N3BECTHA, YTO
Co3aaeT 0ObEKTVBHbIE TPYAHOCTM MPY €ro BbISABIEHMN.

K 3ToMy BpeMeHW y naumeHTa nosgBuIINCb 3MU30A4bI
LYPHOTLI 1 NOTEMHEHUA B [Na3ax Npyvi Nepexofe 13 ropu-
30HTaNIbHOrO B BEPTUKAIbHOE MONTOXEHMe Tena, prkcn-
poBannce HU3kKe yposHu Al — 80-90/60 MM pT. CT.
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B Hayvane 2016 . NpoBeLeHO MOJeKyNApPHO-TeHeT-
Yeckoe Ncc1efoBaHe MyTaLmin TPAHCTUPETHA, BbIABNEHa
3aMeHa BanMHa Ha MeTVOHWH B 30 MONOXEHUMN, YTO He
TONbKO NMO3BONMIO YCTaHOBUTb AMArHO3 CEMEMHOIO TPaHC-
TUPETMHOBOIO aMUIIOMA03a C NPeNMYyLLECTBEHHbIM MO-
paxkeHneM cepaua M HePBHOW CUCTEMBI, HO 1 [0Ka3ano
Hanmnyve y naumeHTa NopTyranbckoro BapyaHTa 3abone-
BaHuWA. MNocnegHMn, Kak CHUTaNoch B NPOLLUMIOM, He Xa-
paKTepeH Ans KOPeHHbIX Xutenen Poccmun. Mo faHHbIM
CUMHTUrPaU MUoKapda ¢ nMpodocdaToM TexHeums
BbIFBMNEHO HaKOMeHVe PagmMom3oTona B NpoekLmm cepala
2 cTeneHn. B ¢BA3M C nony4eHmMeM SOCTaTOYHbIX OAHHbIX
INs YCTaHOBKM AMarHo3a ot buoncum Muokapaa Obino
peLleHo BO34epXaTbCs.

C uenblo BOCCTAaHOBIEHWSA TETPAMEPHOW CTPYKTYpPbI
MYTaHTHOIO TPAHCTUPETMHA Ha3HavyeH Tadamuanc 20
Mr/cyT. K HacTosLlemMy BpeMeHW naumeHT nonyyaer npe-
napar B Te4eHue 2 feT, NepeHOCMMOCTb JNIeHeHns yaoBe-
TBOPUTENbHASA, CYLLECTBEHHOMO NPOrPeccpoOBaHMSA aMU-
JIOMA,03a He MPOM3OLLINO — OAbILLIKA 1 OTEKM He HapacTaloT.
MonuHeBponaTusa Takxe He ycyryonsercs, nauueHT He
HY>X[aeTcsl B NOCTOPOHHEN MOMOLLM NPW NePefBUXEHUN.

MopaxkeHne HepBHOW CUCTEMBI, C KOTOPOTO Ha4anoch
3aboneBaHue, ABNSETCA OOHMM 13 Hanboree YacTbIx Npo-
ABneHnn ATTR, 4TO MO3BONSAET BbIAENATL NOMHEBPOMA-
TUYeCKMe BapmaHTbl TedeHns. Cpean OonbHbIX KITMHUKM
M. E.M. TapeeBa npenMyLLEeCTBEHHO MOJIMHEBPONATH-
4eCKnn BapuaHT oTMedanca y 6 ns 17 (35%) GonbHbIX.
XapakTepHO co4eTaHme NepmdeprHeckor NoMHEBPONaTLN
1 Paz3nNnYHbIX AUCHYHKLMA aBTOHOMHOW HEPBHOW CUCTEMBI
[3]. KnuHumyeckas KapTHa HeBponaTu 0DyCNoBeHa, B
nepByto o4epefb, NopaxeHeM 0CeBbIX LIMHOPOB HepPB-
HbIX CTBOJIOB, Ha Honee No3fHEM 3Tane NPUCOeaMHSETCS
fereHepaums MUENMHOBOW ODONOYKM HepBoB. VimetoT
3Ha4yeHwMe TaKkxKe KOMMPeCcns HEPBHbIX CTBOJIOB OTJ/IOXe-
HUAMW aMUNONAA U NLEMWS B pe3ysibTaTe aMUTOVAHbBIX
LEeMno3nTOB B CTEHKAX COCYA0B.

B GonblUMHCTBE CIy4aeB BO3HMKAET CMMMeETPUYHast
ANCTanbHas HeBPOMaTUA C HEYKNOHHbLIM MPOrpeccupo-
BaHWeM. B pnebioTe nopaxkeHUss HEPBHOWM CUCTEMbI Ha-
OnoaatoTt, rnaBHbIM 00Pa3oM, CEHCOPHbIE HapyLLEeHUs, B
nepBylo o4yepenib — OONEBOW 1 TEMMEPATyPHOM HyBCTBU-
TENbHOCTW, MO3Xe — BUOPALMOHHOM N MO3MLMOHHON
4yBCTBUTENILHOCTW, MPUCOEAUHAIOTCA ABUTaTeNbHble Ha-
pyLieHns. PaHHUMKW CUMNTOMaMK HEBpPOMaTUK ObIBaIOT
napecresnu Unu MyamnTenbHble ansectesvv (OHeMeHNs ).
H1>XXHME KOHeYHOCTW BOBMIEKAIOTCS B MaTONOrMYecKmnin
MPOLLeCC Yallle BEPXHMX. XapaKTepHa BblpaxkeHHas noteps
Macchl Tena (9-18 kr) BCneAcTBre HapyLLeHWs TpohuKN
MbILWL, Y 60nbHBIX C Nepudeprnyeckort aMUIonaHOM no-
nuHeBponatuen [2-4].

Bbloensator 3 cragum nepudepuHeckon aMmnomnaHom
nofinHeBsponatnn. Ha 1 ctagmy HeBposiormyeckme npo-
ABJIEHNA HE OrPAHMYMBAIOT (PU3MYECKYIO 1 COLMANBHYIO

AKTMBHOCTb MaLEeHTa, YTO B MEPBYIO O4epeb NPOsBAETCS
B cBODOE nepenBukeHns. IMeHHO Ha 3Ton CTagum no-
NHEBPONATUM COBPEMEHHOE NeveHKe NO3BONAET 3 dek-
TUBHO NpeaynpexaaTh NporpeccnpoBaHmne 3abonesaHus.
OfHaKo naLyMeHTbl Ha 3TOM 3Tare 4acTo He obpallialoTcs K
Bpayy, M 370 NpeabaBnseT ocobble TPeOOBaHNSA K paHHEN
anarHoctrke ATTR-ammnonaosa, a OCHOBHbIM YCJIOBMEM
TaKOW AMArHOCTVKM ABAAETCA XOpoLUas MHPOPMUPOBaH-
HOCTb Bpayel 0 3aboneBaHMM. Ha 2 cragmm NonvHeBPONaTMm
NOSIBNSETC HEODXOOAMMOCTb B MPUMEHEHUM OOMNONHM-
TeNbHOW onopbl NMpu xoapbe 1N NoOMOLL OPYrX ML,
0[HaKO MaLMeHTbl COXPaHSAIOT CNOCOOHOCTb K caMoobcny-
KMBAHUIO. TAXKENbIN HEBPOMOrMYeckmnii AeuLmT Ha 3 CTa-
OV MPUBOAMT K MOTHOW 3aBMCMMOCTW MaLLEHTA OT APYriX
N, NePEdBUKEHME BO3MOXKHO TOMbKO Ha KaTanke [3].

YO0OHBIMU HCTPYMEHTaMM Onst OLEeHKM HEBPONOr-
4Yeckom ANCHYHKLMN SBASIOTCS LWUPOKO NPUMEHSEMble
npv OpyrMx NONMMHEBPOMATUAX OMPOCHUKK, Takme Kak
NIS-LL, Norfolk-TQOL u ap. BaxHbiMK MeTogamMu 00b-
eKTUBM3aLMM MArHOCTUKI SBASIOTCA Pa3vdHble MeToapb!
3NeKTPOMU3NONOrNYECKOrO UCCIEA0BAHWA: KONNYECTBEH-
HOe CeHCOpHOEe TeCTUPOBaHME, KOTMYECTBEHHAN OLUEHKa
BEreTaTUBHOW (DYHKLMK, 3nekTpoMumorpacduns, nccneno-
BaHMe KOXHOIo CMMaTnyeckoro oreeta [3].

YacTblM NposBREHEM SBMSETCH CUHOPOM 3aMnsaCcTHOrO
KaHana, 0bycnoBneHHOro CAaBfieHMeM CpeanHHOro HepBa
B 3aMSACTHOM KaHasne amMuionaoM, OTkafblBaloOLLEMCS B
CBSI3Kax 3anAcTbs. KNMHNMYeCKM 3TOT CUHAPOM NPOSIBASETCS
NHTEHCMBHbIMW Gonsamu 1 napectesnamu B I-11l nanbLax
KICTW C NOCTeNeHHOW aTpodrer MblLl, TeHapa [1-3].

Mpw HaNYMM N30MPOBAHHOM NeprdepHecKom No-
NVHEBPOMATUM MOTYT BO3HMKATb 3Ha4MTeNbHble Andde-
PEHLIMANbHO-AMArHOCTUYECKME TPYAHOCTU 13-33 CXOACTBA
C ankorosbHoW 1 Anabetnyeckon nonuHeBponaTtuen. ns
ATTR-amMunonaHom NofMHEBPONATNN XapakTepHO NOCTO-
SIHHO Mporpeccupylollee TedeHre 6e3 NepuodoB yyy-
LUEHWS C PaCcnpoCTpaHeHMEM NOPaKeHs OT AUCTaNbHbIX
Yy4aCTKOB K MpokchManbHbiM. OfHako y GonblIMHCTBA
NauMeHTOB OTMEYaeTCs CUCTEMHOE MOpPaXKeHue C BO-
BJleYeHMeM cepaLa, MoYeK, BaAXXHENLLM MPU3HAKOM BO3-
MO>XHOr0 aMMUIOW03a ABMISETCS COYETAHME NONIMHEBPO-
naTMm C AUCHYHKLMAMM aBTOHOMHOW HEPBHOWM CUCTEMBbI,
ayTOCOMHO-A0OMWHAHTHBIA TWUM HacnenoBaHWs 3abone-
BaHUsl. [1py BbIICHEHMM CeMEeNHOro aHaMHe3a obpalLatoT
BHMMaHWe Ha Hannyne B ceMbe HBOMbHbIX C NOIMHEBPO-
natuemn, KapauomMuonaTmen, CUHOPOMOM KapnanbHOro
KaHana, POACTBEHHWMKOB, BbIHY>EHHbIX MOfb30BaTbCS
NS nepeaBUKeHNs MHBANMAHOW KONsickom [5].

ABTOHOMHbIE ANCHYHKLIMM Hepeako MaHUMeCT1pyoT
OPTOCTAaTNHECKOW apTepUaNnbHOM MMAOTEH3VEN Hepeako
C 0OMOPOYHBIMU COCTOAHUAMM, OMapeer, HapyLleHEM
PYHKUMM MOYEBOrO My3bIps, MUMMAOTEHUMEN Y MYXYMH
[1,3]. CnegyeT OTMETUTb, YTO THXECTb OPTOCTAaTUHECKOWN
FMNOTEH3UU ABMSETCA OOHVUM 13 Hanboree CyLLIeCTBEHHbIX
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hakTopoB HebnaronpuaTHOro NporHo3sa. B optoctaze AL
HepeaKO CHVKAETCS [0 3HAYEHMI LLIOKOBOW N’eMOAMHAMKIA
— 80/50 v Huxe, 4To y 43% BonbHbIX ATTR Mo AaHHbIM
KNnHWKM 1M, E.M. TapeeBa conpoBOXAaeTCs 3nM304amMum
CVHKOMASbHbIX COCTOSIHNM 1 BbICOKMM PUCKOM HapyLLIEHNS
MO3roBOro KpOBOOOPALLEHMS.

Hanbonee YacTbiM Xenyao4HO-KMLLEYHbIM MposiBre-
HUeM aMunon03a OblBaeT TaXenas MoTopHas auapes ¢
BTOPWYHbIM HapyLLEHMEM BcacbiBaHWSA. [lnapes aBnsercs
O[HOW M3 MPUHNH CHUXXEHMS MaAcChbl Tena. Bo3moxxHowm
NPUYMHOW TAXENOW AMapen npu 3TOM, Hapsady C UH-
urnsTpaumen KMWeYHOW CTEHKM, B TOM YMCHe, KMLLEYHbIX
BOPCWH, aMUMONIOM CITY>KWUT aBTOHOMHAS (BeretatnBHas)
ONChYHKLMS BCNeACTBME NOPaXKeHs aMUTOMAOM HEPB-
HbIX CMNETEHUU KNLWEYHWKA. VICTUHHBIVM CUHOPOM Hapy-
LLIEHHOro BCACbIBaHUA Pa3BUBAETCS MPUOAU3NTENBHO Y
4-5% bonbHbIX [1,4].

HecmoTps Ha TO, YTO HEBPOMATUHECKMM U FreHepa-
NM30BaHHbIV (40% Mo cOBCTBEHHbLIM JaHHbLIM) BapVaHThbI
nopaxeHWs: oTMeYaloTcs Hambornee 4acTo, nopakeHue
cepaLa TakKe MOXET ObITb AOMUHUPYIOLLIM NPOSIBIEHNEM
B KNWHMYeckon kapTuHe ATTR amwunomposa [4,6,7].
Cpenm Hawmx 6onbHbIX MPEeNMYLLIECTBEHHO KapANOMMO-
naTU4eCcKn BapuaHT nopaxeHuns otmedancay 3 (15%)
DonbHbIX ATTR.

ATTR-amunongHas kapgunommonaTums

NHDUNBTpaLms MeXXMbILLEYHbIX CIOEB MUOKapAa aMu-
ONA0M CTaHOBUTCS MPUYUMHOM 3HAYNTEIbHOTO YTOSMLLEHUS
CTeHOK MMokapga. B atom cniydae Ha SKI. He npouncxogut
yBeNMYeHs aMnanTyabl XXenyao4KOBbIX KOMMIEKCOB B
CTaHOAPTHbLIX OTBEAEHMAX, YTO [OKa3blBaeT MCeBAOru-
nepTpoMUYECKIM XapakTep yTOSLLEHNS M1okapAaa. bonee
TOro, pa3obLieHMe MblLeYHbIX BONIOKOH MOKapaa U co-
NyTCTBYIOLLAA ANCTPOMOUSA KapaVOMUOLIMTOB NPUBOONT K
CHUXKEHUVIO aMMUTYAbl XeNyOo4KOBbIX KOMMIEKCOB B
CTaHOApPTHbIX oTBefeHusx. OAHAKO, HECMOTPSA Ha TO, YTO
HM3KoBONLTaXHY10 IKI cHMUTAIOT XapaKTepHbIM NposBre-
HWeM amunomnao3a cepfua [5], oHa HabnogaeTcs He y
BCEX MaLMeHToB, a Tonbko y 20% 6onbHbIX ATTR KNNHUKM
M. E.M. TapeeBa. CpaBHeHMe ¢ 6onee MHOrOUYUCIEHHOM
KOropTOM HaLMx 00mbHbIX AL-aMnIona030M, MpY KOTOPOM
nopaxkeHue cephLa Takxe sBAFeTC OAHNM 13 Harnbonee
4aCTbIX U HebNaronpPUATHBIX OpraHHbIX BOBMEYEHW, Npu-
BOAWT K TEM XK€ BbIBOAAM — HWK3KoBOMbTaxHas IKI oT-
MeYaeTcs TONbKO Y ogHOM TpeTh (29%) GonbHbIX aMu-
10MA030M CepAua v, CiefloBaTeNbHO, aMMIUTYaa Xefy-
[O4YKOBOrO KOMMJeKCa B CTaHOapTHbIX otBedeHmax DK
He SBNAETCA HaLeXHbIM MPU3HAKOM MpW NPOBeAEHUMN
onddepeHLmanbHOro anarHosa aMmnonaosa ¢ ApyrmmMm
NopaxeHVsaMM M1Mokapaa.

CpaBHeHve ¢ AL-aMunorgo3oM No3BONSET CAenaTbh
elle oMH BaxHbIN BbIBOA. 1o MHeHWMIO psaa uccneno-
BaTenen [6] y 6onbHbIx ATTR oTMedaetcs bonee 3Ha4um-

TeNbHOE YTOMLLIEHME MUOKapAa (Mo COBCTBEHHbBIM AaHHbIM
MeamaHa 17 MM, MeXKBapTUbHbIA pasmax 16-18 Mm,
MUHUMYM 14 MM, Makcumym 22 mMm; p=0,0204) no
cpaBHeHWio ¢ AL (Mo cobCTBEHHbIM AaHHbIM MeaMaHa 15
MM, MeXKBapTUbHbIN pa3mMax 13-16,5 MM, MUHUMYM
12 MM, MakcmMyM 23 MM), B TO BpeMs Kak nokasatenmn
BbIXKMBAEMOCTW Y DOMbHbIX AL 3Ha4YUTENBHO XyXe — Me-
AMaHa NPOAOIKUTENIbHOCTM XU3HK B 90-e rofbl, Korga
3 heKTVBHBIX METOLAOB NeveHns AL He ObIo, cocTaBnsna
12 Mec [4], B HacTosILLEee BpeMs Mo HalLM COOCTBEHHbBIM
OaHHbIM — 64 Mec. INMpwn ATTR-ammnongose TonbKO Ha-
YMHaeTCs BHepLpeHue 3PPeKTVBHbIX METOLOB Nle4eHus,
TeM He MeHee, MeMaHa NPOLOIIKUTENbHOCTU XN3HU Y
3TUX OONbHbIX cocTaBnseT 116 Mec. TakiMm obpasom,
Oonee cyLleCcTBEHHOE YTONLLEHNE MUOKapAa Y OONbHbIX
ATTR, 1 B TO Xe BpemMs Dornee BbICOKMe NMokasaTenu ecre-
CTBEHHOW BbIXMBAeMOCTM YKa3blBalOT Ha TO, YTO Y 3TUX
OOrbHbIX TOMLLMHA MMOKapa, CKopee, OTpaXaeT AaBHOCTb
3aboneBaHMs 1 He OTPaXKaeT TeMIMbl MPOrPeCcCUpPoOBaHNS
3aboneBaHus. B atom cBszm C. Rapezzi v coaBT. [6] npen-
naraioT BblAeNATb NCTUHHbBIN MHDUABTPATUBHBIV BapUaHT
aMunonao3a cepiua v BapmaHT C BOCNanuTenbHbIM KOM-
NMOHEHTOM. [TprMepOM MHPUNBTPATUBHOIO BapyiaHTa AB-
naetca ATTR, B To Bpems Kak npm AL-amunongose B pas-
BUTUI 1 MPOrpeccpoBaHn aMUIIOMA03a DorbLLoe 3Ha4Ye-
HMe NMEIOT TOKCMYeCKMe SPMEKTbI aMUITOVMAOTEHHbIX Jier-
KX Lener MMMyHOrnoOyMHOB.

MaccyBHble Nons aMUAOUAHOM MHDUABTPALN B MNO-
Kape CNoCOOHbI IEMOHCTPUPOBATbL NCEBAONH(APKTHbIE
n3MeHeHud Ha K[ C pa3BUTMEM NATONOrUYECKUX
Q-3y6uoB y 11% GonbHbIX aMUIonao3oM cepaua (npu
ATTRY 8%).

3HayeHne MPT u cumHTUrpadunm mmokapaa B
AMarHOCTUKe aMMUIONGHOWN KapanommonaTnm
Ha MHDUNLTPaTMBHBIN XapakTep NopaxeHus cepaLa
NPV aMm1Nona03e YKa3bIBAIOT TAaKXKe Pe3ynbTaThl pe3ynbsrarhl
MPT cepAua C BHYTPUBEHHbBIM KOHTpacTpoBaHueM. OT-
CpOYeHHOE KOHTPACTMPOBaHYe ragonvHnem (cnycrs 5-7
MWH NOC/e BHYTPMBEHHOMO BBeAEeHWS rafloNVHNN-COaep-
Xallero KOHTpacTHOro npenapata B gose 0,1-0,2
MMOJb/Kr Beca NnaLyueHTa), AeMOHCTpUpYeT Anddy3Hoe
ycuIeHme curHana B cybaHLoKapAnanbHom obnactm, 41o
ABJIAETCA XapaKTePHbIM NMPU3HaKOM aMUIon4o03a cepaua
[7-9]. 21OT 3hheKT CBA3aH C TeM, YTO XeNaTbl ragonnHma
ABNAIOTCA VIHEPTHBIMY BHEKNETOYHbLIMU KOHTPACTHBIMM
areHTaMm, KOTOpble He MOTyT MPOHUKAaTb Yepes3 Hemno-
BPEXAEHHYI0 MeEMOpPaHy MUOLMTOB. B HeMoBpexxaeHHOM
MUOKap4e MUOLMUTBI NAOTHO MpueraloT Apyr K Apyry
TakM 06pa3oM, YTO OCHOBHOWM 06beM (okono 85%) co-
CTaBNSET BHYTPUKIIETOHHOE NPOCTPAHCTBO, 1 00bEM BO3-
MOXHOrO pacnpefenieHmns KOHTPACTHOro npenapara Ao-
ctatoqHo Man [10]. AMunona, paclumpsieT MHTEPCTULIANA,
YTO MPUBOAMT K HAaKOMIEHWIO B HEM FAAONMHNSA. Xapak-

Rational Pharmacotherapy in Cardiology 2019;15(3) / PaunoHanbHas ®@apmakotepanus B Kapanonornm 2019,15(3) 353



ATTR Amyloidosis
ATTR amunonzo3

TEPHOM OCODEHHOCTbIO SIBNAETCS TakXe CJIOXHOCTb Mo-
[laBNeHVs CUrHana ot M1okapaa 1 ObICTpoe BbiBEAEHME
KOHTPAaCTHOrO npenapata. BaxkHo 0TMETUTb, 4TO pe3ynsraThl
MPT C KOHTpacTMpOBaHWEM rafonnMH1eM He obnagatoT
LOCTaTOYHOW CNeLMPUIHOCTBIO A8 ANAarHOCTUKA aMu-
IOM03a U, CKOpee, yKa3biBalOT Ha WMHMWUNETPaTUBHOE
nopaxeHue M1mokapaa, KoTopoe MOXeT ObiTb U HeaMu-
JIoVAHOro reHesa. lNpy amunongose cepaua OnvcaHbl
cnyyYan cyO3nvKapAmManbHOro HakomaeHUs KOHTpacTa B
CTeHKax 0DOMX KeNnyo4KoB, pexe OTMeYaeTcs TpaHCMY-
panbHOe KOHTpacTupoBaHue [2,5]. [ToatoMy pesynsrathl
MPT Tak>e, Kak 1 BbIsiBiIeH/e XxapakTepHOM 3epHUCTOCTU
MuoKapda npuv 3xokapanorpachum, He OTMeHSIIoT HeobXxo-
OMMOCTb MOPONIOrM4eckoro NoATBEPXAEHVA aMUNON-
[l03a no pesynsratam buoncuu. Mpu NoaTBePXAEHHOM
CUCTEMHOM aMUIONA03€ C HOPMasbHOW TOMLLMHOWM CTEHOK
Murokapga MPT ¢ ragonuHreM BbIABAAET BOBMEYEHMe
cepiua y 47% naumenTos [11], 4TO NO3BOSAET UCMONb-
30Batb MPT ana paHHen OMarHOCTUMKY aMMIIOMA03a
cepdua. OrpaHn4eHreM MeToAa ABMAETCA HEBO3MOXHOCTb
ero NPUMeHeHns y NauneHToB C UMMIaHTNPOBAHHbLIMN
KapOmMonorn4eckMMmn 3neKTPOHHbIMW YCTPOMCTBaMM, a
Tak>Ke Npu NPOABUHYTbIX CTAAMAX XPOHUYECKOM DONe3HN
noyek. B HacTosLLee BpeMs aKTVUBHO M3y4aeTCst BO3SMOX-
HOCTb UCMOMIb30BaHMA MPU aMUIoMa03e CepaLa HOBbIX
Metoauk MPT, He Tpebyloulx BBEAEHWS KOHTPACTHOIo
BellectBa — T1, T2-kapTmpoBaHWe, onpeneneHvie ppakumm
BHekneToyHoro obbema (ECV-kapTmposaHme) [12-15].
DTV MEeTOLbl MO3BONAT KONMYECTBEHHO OLEHUTb ANgd-
(y3Hble V3MEHEeHUs CTPYKTYPbl MUOKapAa U MOTyT ObITh
B OaNbHelVeM MNone3Hbl ANs OLEHKW MPOrHo3a 1 3d-
(PEeKTUBHOCTV NevYeHns aMUIoVaAo3a cepaLa.

B nocnenHue roabl BO3POXAAETCA MHTEPEC K UCMOSb-
30BaHUIO CUMHTUIPaduK ¢ M Tc-nmpodocdaTtom m 2°mTc-
3,3-amdocdoHo-1,2-nponaHoankapOboHOBOWM KMCIOTOM
(9°mTc-DPD) y naumeHToB C NOA03peHNEM Ha aMUOMA03
ceppua. AuddysHoe U MHTEHCMBHOE MOMJIOLLEHe pa-
[OM30TOMNa MMOKapAOM, PaBHOE 1N Bosbliee Mo WH-
TEHCMBHOCTM, YeM MOrJOoLLEHVe pebpamu, BbISBASEMOe
C MOMOLLBI0 OAHOMOTOHHOW 3MUCHOHHOM KOMMBIOTEPHOM
TOMOrpadun y 3Ton KaTeropuy NaumeHToB, NO3BOMSET C
BbICOKOW [0N1el BEpPOATHOCTM roBopuTb 06 ATTR-amu-
nounpose [16]. B MHOroLeHTpOBOM MCCnefoBaHWM, Mo-
CBALLEHHOM M3Y4eHNI0 ANArHOCTUHECKOM 3(hPeKTUBHOCTA
CUMHTUIPaUKM C " Tc-nnpdoTexom y BOonbHbIX C TpaHC-
TUPETUHOBBLIM aMWUIONI030M CepALa, ObiNo nokasaHo,
4YTO KO3I(PPUUMEHT anddepeHLManbHOro HakomnieHus
«ceppLe,/KoHTpanarepanbHas 30Ha» CyLLLEeCTBEHHO Bbille
npu TTR amunonpose, 4em npw AL. Mpun 3Ha4eHUN KO3~
puumeHTa AnddepeHUmanbHoOro Hakonnexsua > 1,5 no-
NOXUTENbHAA NPOrHOCTUYeCKas LeHHOCTb MeToa CocTa-
BUna 97%, oTpuuatenbHag NporHoCTnyeckas LeHHOCTb
— 78%, 4yBCTBUTENBHOCTL — 87% 1 cneudrYHOCTb —
95% [16].

TeM He MeHee, HECMOTPS Ha MO3UTUBHbIN pe3ynsraT
CUMHTUIrpadum *mTc-DPD, y abcomoTHOro 6obLWNHCTBA
NaLMEHTOB C KITMHUYECKM 3Ha4MMbIM ATTR-amMnnonao3om
cepfiLia B HEKOTOPOM MPOLEHTE CJTy4aeB OHa MOXET BbITb
MONOXMTENbHOM Y NaLMEHTOB C MPOABWUHYTOWN CTaduen
AL [17] n ApoATl-amunonpgosa [18,19]. Kpome ToOro,
pervoHanbHoe HakomneHue mn3oTona TexHeuus Habno-
[aeTCa NPy HelaBHO NepeHeceHHOM NHAAPKTe M1OKapAa
N HEKOTOPbIX APYrMX PeaKMX CUTyaumsx, 4To Tpebyer
B3BELLEHHOIO NOAX0AA K OLeHKe MOfTy4eHHbIX pe3ynsTaToB
[2,20].

OcobeHHO MomnesHbIM MOXeT ObiTb MCMOSIb30BaHME
CUMHTUIPadun Mrokapaa ¢ **mTc-nmpodocdatom u oM Tc-
DPD cpenn naumeHtos ¢ ATTR-amunongosom, noareep-
>KOEHHBIM KCTpakapAmnanbHor Broncren, MMeoLmx Mo-
HOKJOHAJIbHYIO raMManaTuio HesCHOro 3HadeHus (oKono
25% 601bHbIX). Pe3Kk0 NONOXUTENbHbINA Pe3ynbTaT CLMH-
TMrpauy B JaHHOM CJlydae NoaTBEP>KA3ET BOBMEYEeHe
CepALa B paMKax CUCTEMHOMO TPAHCTUPETVMHOBOIO aMi-
novao3a 1 No3BonseT 13bexatb NpoBeaeHUs SHLOMUNO-
KapauanbHown uoncum [2].

N3meHeHnsa BHyTpucepae4yHom reMoanHa-
MUKW U MeXaHN3Mbl pOpMUPOBaHUSA
cepAeYHOM HeJOCTaTOYHOCTU MpU
cnMcTeMHOM aMuminonagose

NHpunbTpaums Mmokapaa >Xenyao4koB aMuaonaom
MPOUCXOANT HEPaBHOMEPHO BO BPEMEHM 1 MPOCTPaHCTBE,
NpeobnanaloT NoBpexaeHMs B 0a3anbHbIX OTaenax npu or-
HOCUTENbHOW MOPdOMYHKLIMOHANBbHOW COXPaHHOCTM Bep-
XYLLUKW [21-26], 4TO NPOABMAETCA B 3HAHUTENBHOM CHKEHN
nokasatenen NpoaonbHow [27,28], paavianbHOW 1 LPKY-
napHom [29] pnedopmaumm 6azanbHbIx cermeHToB JIXK npu
NpoBeAeHNn TkaHeBowW gonnnepometpum 1 MPT. [Mpw npo-
rpeccrpoBaHm 3ab60NEBAHIIS MPOUCXOAUT CHVKEHME (yHK-
UMW CPEAMHHBIX CerMeHTOB. Tak Ha3biBaeMbli «ba3asnbHo-
aNMKanbHbIV MPAGMEHT» MOBPEXAEHNS MPOLAEMOHCTPUPOBAH
L151 BCEX Tpex Hamboree pacnpoCTpaHEHHbIX TUMOB aMu-
nowposa cepaua (AL, ATTR HacneaCTBEHHbLIN U <ANKMIA»)
[21-26]. [MaTodm31oNoris 3Toro ABNEHUS He BrOHE ICHA.
TeHaeHLWs K ©onee ObICTPOMY 1 MAaCCUBHOMY HaKOMEHMIO
aMUIoMAa B OCHOBaHWN Cepfilia MOXET ObiTb CBA3aHa C
OOMbLINM MEXaHNHeCKUM CMELLEHNEM KapANOMMOLMTOB
B 31OV 0OnacT [21]. Mpeanonaraercs, 4To bonee akTMBHOMY
noBpexXaeHNIo 0a3anbHbIX CErMEHTOB CMOCOOCTBYET DOMbLLee
HanpsbkeHe storo otaena JIK, ceAzaHHoe C ero reomeTpren
— OOnbLIMM NOKasbHbIM PafMycoOM U MOLLUHbIMUL TypDy-
NEeHTHbIMKM MOTOKaMM BbIHOCALLEro TpakTa. HanpsxkeHne
creHku JTK nenaet ee 6ornee ys3BMMOM 1 CKITOHHOM K anor-
TO3Yy U pemMofenupoBaHuio [22,23].

BbicTpoe n nporpeccupyioLlee BbinageHne MyHKLMO-
HanbHOW aKTWMBHOCTM Da3aNlbHbIX CErMeHTOB MMOKapAa
BHOCWT CYLLLECTBEHHBIW BKI1a, B paHHee pa3BuTMe AMacTo-
nnHeckon AnchyHKLMN eLLie A0 GOPMUPOBAHNS KITMHYECKM
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3Ha4mMom purugHocTm JIK. Kak n3BectHo, B xofe cep-
OE4HOTO LMKI1a cepALe CoBepLUaeT Lenbi psag, pa3HoHa-
NpPaBneHHbIX ABVXXEHWI, @ IMEHHO — NPOAOSIbHOE COKpPa-
LLeHe, poTaLmio, CKpyYMBaHME U packpyyrBaHue [25].
OcHoBOM BpalLiaTeNbHOro ABVXKeHWS nonocty J1XK aensetcs
CnuMpanbHas OpUeHTaumsa ero Mbllle4YHbIX BOMOKOH [26].
Tak, B cMCTONY BEpPXYLLIKA ABVXKETCA MPOTMB YaCOBOW CTPer-
K1, @ 0cHoBaHwe JIK — no YacoBom cTpernke. Pe3ynsratoM
TaKOro Pa3HOHaNPaB/IEHHOIO ABVXXEHUA ABAETCA CKPY4M-
BaHwe JIX B cuctony (Mo Tmny «BbKMMAaHMS MOKPOW TKaHM
pyKamu») ¢ n3rHaHueMm KpoBW. PaccnabneHve BOMOKOH
MUOKapAa B AMACTONy CONPOBOXAAETCA PACKPyHMBaHMEM
JIX ¢ poTaumen BepxyLUKK MO 4aCOBOW CTpesike 1 BCachl-
BaHWeEM KPOBW B paHHioo anactony [30]. Mk gnacronm-
4eCKOoro packpy4rBaHusa B HOpMe npedLlecTByeT nmky £ —
paHHen AMacToNN4eckon CKOPOCTU HAMOMHEHWS, MO3TOMY
noboe CoCTosHME, BINSIOLLEE HA CKOPOCTb PacKpyYBaHNS,
MOXKET CyLLECTBEHHO OCNabuTb 3aMONHEHNE 1 YMEHbBLLINTb
KOHEYHbIN AMACTONUYECKN U yaapHbIn obbem JIXK [31].
Mpri aMUNONIHOW KapAMOMMONATUN MONHOMEPHOE CKPYYM-
BaHVe JIXK HEBO3MOXXHO 113-3a OTCYTCTBUSA U 3HAYUTESb-
HOrO CHWXXeHWs BpaLleHust 6a3anbHbIX OTAENOB, HECMOTPS
Ha COXPaHHOCTb 1 AaXe rmnepkuHes BepxyLukn [23]. 3anac
aKKyMYMMPyeMOW Mpu CKPYYMBaAHM SHEPTM 3NaCTUHECKON
OT4a4M, OT KOTOPOW 3aBUCUT CKOPOCTb PacKpy4/BaHUS,
CHW>XeH. Penakcaums n packpydmsaHme JIX 3amepieHbl,
MaKCMMaslbHOe MX 3HadeHue NPUXOLMUTCA Ha cepenyHy
M KoHew, anacronsl [7,30].

MOMUMO CTPYKTYPHbBIX M3MEHEHNI XeNya04KOB, CBOM
BKJ1a[, B pa3BUTME ANACTONNYECKOW ANCHYHKLIMM BHOCUT
aMunonaHas MHOUNLTPaLMA Npeacepanm, NpmMBoasLLas
K MX COKpaTUTENbHOW ANCHYHKLMM BMNOTb A0 aCUCTONUU
npencepamu. Mo Mepe NporpeccMpoBaHms oMactonmye-
CKOW ANCAHYHKLMN C pa3BUTUEM pecTpukumm JIK pa3su-
BAETCS BblpaxkeHHas Aunataums npencepann. HeogHo-
pofHas BOCKOBAafA MOBEPXHOCTb MHMUILTPUPOBAHHbIX
aMUIOVAOM NPeacepAU, KPOME TOro, CO3LaeT Npeano-
CbIIKK Ans TpoMboobpasoBaHus [7].

BaXkHbIM MapKepoM AMacTonmnyeckon NChyHKLUMM C
HapyLleHVeM BHYTPUNPeOCePAHON reMOAMHAMUKA $IB-
naetca NT-proBNP, ypoBeHb KOTOpOro Bo3pacraer npu
cepaevHon HefOoCTaTOYHOCT PasfMYHOM 3TUOMOMMN 1
KOppenupyeT C BbIPaXXeHHOCTbIO CYMMATOMOB HedoCTa-
TOYHOCTW KpoBoobpaLleHus. Mpn AL-amunonose nnas-
MeHHasa KoHueHTpauua NT-proBNP Hepefko Henponop-
LUMOHANbHO BenMKa. ITO CBA3AHO C aKTMBHbIM BbICBO-
boxneHnem 31oro Gromapkepa M3 KapAMOMUOLIMTOB,
CAABMEHHbIX aMUSTOUOHBIMW Maccamu [33], CTUMynaLnm
nerkumu tenamu skcnpeccnmn NT-proBNP yepes cuctemy
p38- MAPK [34,35], Hapagy C NoBbILLEeHNEM KOHEYHOIO
Anacronuyeckoro gasfnenuma B JIXK. MexayHapoaHble co-
rnacuTenbHble Kputepum, obHoBneHHble B 2010 ., obo-
3HaYaloT AmarHocTuydeckuin yposeHb NT-proBNP >332
Hr /N ONS NopaXeHWs cepaua npu cucreMHomM Al-amu-

nowpose [36]. ITOT ypoBeHb CNpaBefnmB 414 NaLnMeHToB
C CcoxpaHHOW yHKLMen novek (CKopocTb Knybo4KoBOWM
duneTpaumm >60 M/MUH), NOCKOMbKY KOHUEHTPaLMs
HaTpUNypeTUYeckKnx NenTMaoB 3aBMCUT OT MOYEYHOro
KnvpeHca. Mpu 3-4 cTagmsax XpoHUYeckor bonesHu nodex
BOBJIeYeHMe cepala AMarHOCTUPYEeTCA MPU 3HAYeHUU
NT-proBNP >543Hr/n, npu TepMUHaNbLHON MOYeYHON
He[oCTaTOMHOCTN 2264 2Hr/n [37].

Ba>kHbIM MeTOOM BbISBAEHWA ANACTONNYECKOW ANC-
PyHKLMM MPK aMNTONL03€ OCTAETCH M3YyHeHME NapaMeTPOB
TPaHCMUTPANIbHOrO KPOBOTOKA NPW CTaHAAPTHOM 3X0OKap-
aviorpadun, a Takxke TKaHeBOW fonnnepomMeTpum dud-
PO3HOTO KorbLa MUTpanbHoro knanaHa (PKMK), xapak-
TEPHbIM ABNAETCH HaNM4Me NMPU3HAKOB PECTPUKTMBHOIO
TMNa AMacToNN4eCcKomn ANCPYHKLMM C yKOPOYEHMEM Bpe-
MeHW felenepaunn E-BOfHbI, CHMXEHMEM CKOpOCTen
nsukeHns GKMK B paHHIO 1 NO30HI0K CTaguto AMacTonbl
(e’,a’), yBenunyeHvem cootHolueHns E /e’, 3a4acTyio npe-
BbllwatoLem 15 [7,38,39]. Peskoe CHUXeHMe TpaHCMUT-
panbHOM A-BOIHbI BMIOTb 4O €€ MOMHOro OTCYTCTBUA U
yMeHblleHne ckopoct asmxeHns OKMK B nosgHioio
a3y avactonsl (a’) y NauMeHToB C HOpMasbHbIM CUHY-
COBbIM PUTMOM He TOJNbKO OTPaXKAET NOBbILLEHVE OaBIIEHNS
HanonHerua JIXX B CBA3W C pUrMAHOCTLIO MHPUIBTPUPO-
BaHHOIO aMUIOMAOM MUOKapAa, HO U ABASETCA MPAMbIM
CNefcTBMEM COKPATUTENBHOM AUCHYHKLMM NIEeBOrO Npes-
cepaus [7]. B uccnenoBaHum, nposeeHHOM Hamu [38,39]
Ha 6a3e KnuHWKK MM. E. M. TapeeBa, ObIno nokasaHo,
YTO Yy MaLMEHTOB C CUCTEMHbIM amMunoungosom AlL- n
ATTR-TMNOB yBenM4eHme TONLWMHBI MEXXKENYA0HYKOBON
NeperopoaKu 1 3aHen creHkm JIXK cratmcrndecki 3Ha4mMmo
KOpPenMpoBano CO CHUXeHVEM NO34HeN AMaCTONMYeCKON
ckopoctn asuxkerns GKMK (a’). 3Ta cBA3b He Habmio-
[anack B rpynne OONbHbIX C T’MNepPTOHNYECKON OoNe3HbI0
N rmnepTpoduren MMokapaa, YTo CBUAETENbCTBYET He
TONbKO O Bonbluen purgHocTu JIX npu amunonpose,
HO U O HapyLUEHHOW COKPaTUMOCT MHUNETPUPOBAHHOMO
aMUNoONOOM NEBOroO Mpefcepaus, Tepsaiollero Kak pe-
3epBYyapHYyI0, Tak 1 HACOCHYIO pyHKLUMIo [38].

Bknaf axokapaomorpadmm B OMArHOCTUKY W OLLEHKY
MPOrHO3a aMUIOVA03a CEPALLA 3HA4NTENBHO BO3POC C MO-
SIBMIEHVEM BbICOKOMHMOPMATMBHbBIX PEXMMOB TKaHEBOM
ponnnepometpum (strain, strainrate n speckle-tracking),
KOTOpble B OTEYECTBEHHOW NIUTEPATYPE NPUHATO 0003Ha4aTb
TePMUHAMU «edopMaLa», «CKOPOCTb AedopMaL iy v
«OTCNEXVBaHWE NATHA» COOTBETCTBEHHO. DTV METOLbI M03-
BONAIOT AN PepeHLMPOoBaTh NacCUBHOE W aKTUBHOE OB -
KEeHMe Kax4oro CerMeHTa M1YOKapaa B TPeX PasimnyHbIX
HaMpPaBNeHNAX: MPOAONBHOM, LPKYIIAPHOM W PaaManbHOM.
Jedopmauns Mrokapaa (strain) npeacraBnser codom ns-
MeHeHWe ONMHbI MVOKapAMaibHOMO BOMOKHA OTHOCUTESTbHO
ero UCXoOHOW LMMHbI, PacCHUTbIBAETCS B MPOLLEHTaxX M
NMeeT oTpuLLaTENbHOE 3HaYeHME MPK YKOPOYEHUN U NO-
NIOXUTENBHOE — NpW YAIMHEHUN. CKOpOCTb AedopmMaLiim
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(strainrate) oTpaxkaeT CKOPOCTb YKOPOHEHMS UM YTOMLLIEHS]
MMOKapaManbHbIX BOIOKOH BO BpeMeHu [40]. cnons3o-
BaHWe MeTOA0B strain 1 strainrate cpeam OONbHbIX CUCTEM-
HbIM aMWOMA030M MPUBENO K HEOXKMAAHHBIM PE3ySETaTaM.
HecmoTpst Ha IOMVHUPOBAaHWE AMACTONMYECKOM CepaeYHOM
He[OCTaTOYHOCTM NPV aMUIOVMAHOW KapANOMMUONATAN U
[IOBOJbHO MO3[Hee CHKeHve dpakumm Beibpoca J1XK, ca-
MbIM PaHHWM NPU3HaKOM BOBJIeYeHMs cepALia OKa3anoch
CHUXeHMe rnobanbHoW NpofonbHom aedopMaumm JIK
[41]. DTOT dhakT, NO-BUANMOMY, MOXHO OOBACHUTL Npe-
MNMYLLECTBEHHO CYO3HA0KapAMabHbIM OTIOXEHNEM aMU-
NOVAHbBIX AEN03UTOB B AebtoTe 3a00reBaHs C NopaxkeHem
NPOAOSbHbIX CIIOEB KapANOMUOLMTOB. basanbHo-anu-
KanbHbIM rpagMeHT MOBPEXAEHNS NPU aMUNOMOHOW Kap-
AVOMMONaTUN C OTHOCUTENBHOM COXPAHHOCTBIO anKabHbIX
OTAENOB MWOKapAa Havbonee SpKO M HarmsagHO npoae-
MOHCTPMPOBaH B paboTax C ucrnonb3oBaHneM speckle-
tracking axokapauorpadum [27,42]. DTOT METO, OCHOBaH
Ha aHanmM3e NPOCTPaHCTBEHHOrO CMelleHus (tracking) B
XOLle CepPLEYHOrO LIMKNMa aKyCTUHeCcK X MapkepoB M1MoKapaa
(speckle). Kaxpapl y4acToK TKaHW MUOKapAa KOAMpPYeTCst
VHAMBWAOYANbHbIM OTTEHKOM Ceporo LBeTa. [1pu 3ToM dop-
MUPYETCH YHUKANbHBIA «PUCYHOK aKyCTUYeCKMX MASTeH»
(speckle pattern), xapakTepHblIii 419 KOHKPETHOIO y4acTka
MUOKapda, KOTOPbIA MOXET ObITb OTC/IEXEH C MOMOLLbIO
Crneumanmn3npoBaHHOro NPOrpaMMHoOro obecneveHus B
TeyeHue cepfeyHoro uukna [43]. B pesynsrate KOMMbto-
TepHOWM 00PabOTKM TPAEKTOPWIM ABVXKEHNS NMOMYHaIOT Ld-
POBble 3HaYeHMs, rpadrKn 1 AnarpaMmMbl AeopmMaLmm U
ckopocTh gedopmaumm JIX (rnobanbHas gedopmaums)
1 €0 CerMeHTOB (pervoHansHas gedopmauns). Mpr amm-
novaose cepaLa Ha pa3BepHyTon avarpamme 18 cermeHToB
JIK coxpaHHble anmkanbHble OTAeNbI C BbICOKMMM NOKa3a-
Tenamu geopMaLliv, PacnofioXeHHbIe B LeHTPanbHOW
4aCTn M OKpaLLleHHble B KpPacHbIV LBeT, (hopMUPYIOT xa-
paKTepHOE AN aMUIoMA03a U300paxeHUe, NMeHyemoe
«cherry-on-top» («BMLLUHA Ha BepLUMHe») [27,28].

Taknm 00pa3oMm, MPOrpeccrpoBaHne amuIonao3a
cepiua CBf3aHO, B MepBYO oyepenpb, C HapyLUEHVAMM
auacronunyeckon dyHkummn JIK (MHoraa ObiBaeT OTHOCK-
TeNbHOE M30/IMPOBAHHOE MOPakeH e NMPaBOro Xenyao4Ka).
CHUXeHMe CUCTONMYeckon YHKLMKW Mo pesyfbTaTam
oLeHKM hpakLMmM BbIOpOCa Mbl BCTPEYav Tofbko y 28 %
OONbHBIX C aMWUNOMAO30M Cepaua, Yalwe — npwu
ATTR-amunomngose (y NonoBuHbI), B TO BpeMs Kak pas-
NIYHbIE BapMaHTbl AMACTONNYECKOW AUCHYHKLMM OT-
Mevanucb y 74% 6onbHbix, npnt ATTR —y 75%. B 1o xe
BpemMsi Hanboree TAXeNbI PeCTPUKTUBHbIV BapUaHT, KO-
TOPbIN CHMTAIOT Hanbornee TUMMYHLIM AN aMUTOMA03a
cepaua, No AaHHBIM OLEHKM TPaHCMUTPabHOMO KPOBOTOKA
Mbl BbISBASNAN MWL Y 28% OGonbHbIX, Yalle npu ATTR —
y NONOBVHbI. TaknM 06pa3oM, aM1nomao3s cepaua cnegdyet
0b6Cy>XAaThb He TONbKO Y 6ONbHbBIX C PECTPUKTUBHbLIMU Ha-
PYLLUEHNSIMUN BHYTPUCEPAEYHOM FEMOANHAMMKN, HO TakKe

npw NoOOM HESICHOM MOpPaXKeH MMOKAPLaA, NPOTeKalo-
LLieM C YTONLLEHNEeM ero CTeHOK.

KnvHWYyeckm 3KBMBANEHTOM aMUnovao3a cepaua y
69% OorbHbIX OblNa XPOHMYECKas cepaedHas HeloCTaToY-
HOCTb Pa3HOW CTeMNeH BbIpaxkeHHOCTU, Mpn ATTR —y 64%,
B TO ke BpeMs npofABuHyTble craguu (Il v IV no NYHA) or-
MeYanmnch ToNbko y 28% BobHBIX aMUIOMA030M CepaLa.

Ll,pyrme KIIMHN4YeCKne npodssieHnd
aMVIﬂOVI,D,HOI;I KaponomMmumonaTtmnmn

Pa3znuyHble HapyLIeHWs pUTMa U MPOBOANMOCTUA Mbl
dukcnpoann y 21,5% OonbHbBIX aMUIONMA030M CepAaLa
(BTY. y 30% GonbHbIx ATTR), Cpeam KoTopbIix Npeobnagant
TaxmapuTMmndeckmne dopmbl (43% OT BCEX HapYLLEHWN
pUTMa 1 NPOBOAMMOCTM), Cpeam HMX Yalile Bcero (34%)
[AMarHoCTMPOBaNM MepLaHve /TpeneTaHme npeacepanmn,
0DbIYHO accoLMMPOBaHHOE C AUNATaLMen npeacepamm,
a MAPOKCM3ManbHas HAAKENYA04KOBas UM XXeNyd04KOBas
Taxmkapams, B 0COBEHHOCTI, M30MMpoBaHHas (be3 mep-
LaHWS Npeacepamnin) BCTpevanachb 3Ha4YMTENbHO pexe
(9% ). HecMoTps Ha TO, YTO Pa3nNYHbIE HApYLIEHMs Npo-
BeAeHUs BbISBAANUCE HaMK y 3 1% Cpeau BCex HapyLLeHUM
pUTMa 1 NPOBOOMMOCTM, BnioKadbl BbICOKOrO pucka (aT-
PUOBEHTPVIKYNApHas Grokada 2-3 creneHu, CUHOPOM Ca-
6OCTM CMHYCOBOTO y3na, B T.4. MUrpaLMs BOAUTENs pUTMa)
OTMEeYasnNChb NNLLb Y eANHUYHBIX OOMbHbIX.

Y 16% 60nbHbIX aMUONA030M CEPALA, BT.H. Y 23%
OonbHbIX ATTR Mbl Habnoganu TUNMYHYO CTeHOKaPAMIO
HamnpPS>XXeHUS, BO3HUKHOBEHME KOTOPOW XPOHOMOMNYeCKU
coBMajano c MaHudecTaumen Opyrnx NposBneHmnin aMmm-
NOVAO3a cepaLa, Mpy 3TOM CYyTOYHOE MOHUTOPUPOBAaHMe
OKT Hepenko He MO3BONANO BbIBUTbL B MOMEHT 00N
neMm4eckime namMmeHeHus. MNpu kopoHaporpaum y Takmx
OonbHbIX Hepeako OTCYTCTBOBANW reMOoAMHaMUYeCKn
3HaYMMBbIE CYy>XEHUSA apTeEPUN, a NPOBEAEHWE CTEHTMPO-
BaHWS, Kak y 0DCyXkaaeMoro nauyeHTa, He n3basnseT oT
CTEHOKAPAMM AaKe NPU HAJIHMI CYXXEeHWI KOPOHAPHbBIX
apTepuii. B aToM ciydae Donm MHTePNpPeTUPYIOT Kak MceB-
[OCTEHOKAPAMIO.

MeTabonmam TpaHCcTMpeTUHa
N COBpeMeHHble NoAXOoAbl K Ne4YeHUto
ATTR-amunoungosa

TpaHCTUPETVH B COBANHEHNM C PETUHON-CBA3bIBAIOLLMM
OenkoM paHee Obin HGonee M3BeCTEH Kak NpeasnbbyMuH,
T.K. PW 3nekTpochopese MUrprpoBan Bo GpakLmm, npes-
LecTByloUlen anbbyMHY. XOTs XOpOLLIO M3BECTHA CMo-
COBOHOCTb 3TOro 6enka CBA3bIBaTb FOPMOHbI LLTOBUOHON
Xenesbl U BUTaMMHa A 1 ObITb UX TPAHCMOPTEPOM, HTO
[laNno COBPeMEHHOE MeHOBaHWe 3Tomy Oerky, B HopMe
NMWb HebOoMbLUAs YaCTb FOPMOHOB LLITOBMAHOM Xenesbl
TPaHCMOPTMPYETCA TPAHCTMPETUHOM, OCHOBHbIE (hyHKLMM
TpaHCMOPTa BbIMOMHSAET anbOyMUH. Y4uUTbIBAs, YTO Cro-
COBHOCTb K CUHTE3Y TPAHCTUPETUHA paHee ApyriX TKaHen
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nprobpen xopronaanbHble CrNeTeHs FoIoBHOrO MO3ra,
BbICKa3bIBAETCH MHEHWe, YTO TPAaHCTUPETUH, B MepBYIO
oyepedb, Heobxoamm Ansg ytunmsaumm B-Oenka, yya-
CTBYIOLLIETO B COOPKe Apyroro BapuaHTa ammnonaa — npu
OonesHn AnbLrenmepa [44]. OoHako 3Ta runotesa Tpebyet
OOMONHUTENBHOIO M3yYeHuUs, 1 hm3nonornyeckmne dyHk-
LMW TPAHCTUPETUHA OCTALOTCS HE COBCEM MOHSATHBIMU.

B Hopme cOopka TETpaMepoB M3 MOHOMEPOB MpPO-
MNCXOOMT BHYTPW renatoLmToB, C NocneayoLLen cekpeumen
TPaHCTMPETUHA B KPOBOTOK. [MpK OONbLUMHCTBE MyTaLMN
HapyLlaeTcs CnocobHOCTb 06pa3oBaHMs TeTPaMepoB, YTO
NPUBOAUT K HapacTaHUIO aMUIOVAONEHHOCTN TPAHCTU-
PEeTUHA, UMPKYNMPYIOLLEro B BUAE aMUTOUAOMEHHbIX MO-
HOMepOB, 1 POPMMPOBAHMIO aMUTTONIHBIX DUOPUI.

B 3TOM CBsi3n ¢ cepeamHbl 90-x . XX Beka CTanu npu-
MEHATb TaKTUKY TaK Ha3blBAEMOW «FeHHOW XMPYprdeckomn
Tepanunn», npeanonaraloLlen 3aMeHy CobCTBeHHOM NneyeHM
Ha TpaHCMNaHTaT, CUHTE3UPYIOLLMIM HOPMasbHbIN TpaHC-
TMpPeTUH [45]. MNepBble pe3ynbraThl OKa3anmcs MHOrooobe-
LLAIOLLMMM, T.K. Y NALLEHTOB OTMEYEHO 3Ha4UTEeNbHOE TOp-
MO>eHVie MPOorpeccpoBaHNA aMUNOMA03a, K HaCTosALLEMY
BpeMeHU B M1pe NpoBefieHo bonee 1500 TpaHcnnaHTaumi,
11 3TOT METOA, COXPAHSETCS B apceHasne BO3MOXHbIX METOA0B
nedeHns ATTR. B ka4ecTBe 3amMeHbl TpaHCnaHTaLUmMm npes-
naratot MeTobl OIOKMPOBaHIS TPAHCIIALMN TPAHCTUPETHA
B rematouuTax, Takme npenapatbl y>e anpoOnpoBaHbl B
KIMHMYecKom npakTmke. OAHaKo NOKasaHo, YTo MeaJieHHoe
NpOrpeccupoBaHMe aMmnomao3a y 6onbHbIX, MOABEPrHYTHIX
TpaHCNNAHTaUMKM MeYeHn, TeM He MeHee, MPOLOSIKAETCS
33 CHeT 3axBaTa aMMUIOUAOM HOPMaSbHOTO HEM3MEHEHHOTO
TpaHCTMPETUHA.
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DTO CBSI3aHO CO CMOCOOHOCTBIO aMuonaa PasHbIX
TMNOB K TpaHCMUCCUK. CBoeobpa3HoM opMon «MHGeK-
LIMOHHOIo» aMUNOMA03a ABAAETCA NOPaXKeHMe Mo3ra npu
NPUOHOBbLIX DONE3HsX, KOrAa 3apaxeHne aMUNoUA0reH-
HbIM MPUOHOBbLIM OENKOM NMPONCXOANT B NPOLIECCe KaH-
HMbanM3Ma y nepBoObITHLIX HAPOLOB UMK NPU ynoTped-
neHuK B bornee pa3BUTLIX COLMabHbIX COODLLECTBAX Msica
KMBOTHbIX, 3apaxkeHHbIX MPUOHOBbLIM GenkoM (13BecTHast
3NMOeMUNS «KOpOBbero HelleHCTBa» B KoHUe 90-x IT.
XX Beka B BenunkobputaHmn).

3aknoyeHue

B nocneaHvie rofbl Hanbornee nepcnekTMBHOM TaKTUKON
NeYeHNs CHNTAIOT MOMbITKU CTabunmnsaumm TeTpamMmepHoU
CTPYKTYPbI TPAHCTUPETVIHA W, TEM CaMbIM, MPeLoTBPaLLeHNs
00pa3oBaHMa aMUIONOOrEHHbIX MOHOMEPOB Denka. Takas
TaKTMKa CTaBUT CBOEW Liefblo HeMOCpeaCTBEHHOe HMBe-
nnpoBaHe 3phekToB MyTaLLMI TPAHCTUPETUHA, T.K. BOJb-
LUMHCTBO M3 HMX 3aTParMBaloT CanTbl CBA3bIBAHMA MOHO-
MepOoB B TeTpaMepbl, HanpuMep, 4epes JOMeHbl CBA3bI-
BaHVS TUPOKCMHA. Takown mnpenapat (Tadammomc) yxe
LUMPOKO NprMeHseTca B EBpone [46], 1 B Havane 2017 .
ObIn 3aperncTprpoBaH B Poccuun. MpenapaT NprUMeHsoT
B fo3e 20 Mr/cyt, Npu NOCTOAHHOM MpuiemMe OTMe4aeTcs
CTabunmn3saums nopaxxeHns HEPBHOW CUCTEMbI U CepALa.

KoHpnukT nHTepecoB. Bce aBTOpbI 3asBM0T 00 OT-
CYTCTBUM MOTEHUMANBHOIO KOHMIMKTA UHTEPECOB, Tpe-
OyloLLero packpbITUS B IAHHOM CTaThe.
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