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Ilopaxxenue cepaua npu AL-amuonao3e.
CocTosHue npoo.eMbl

Axmyaavnocmo. AL-amunoudos cepoya OomHocumes K 2pynne uHOUAbMpaAmueHbX KapoOuoOMUOnamuil u A6431emcs OMmHOCUMeAbHO PeOKUM 3abone-
sanuem. Jluaenocmura amusoudosa cepoua npeocmasnsiem 0oaviuue mpyoHOCmU 66UOY MHONCECMEA HECNEUUDUUHbIX CUMPMOMOE CUCIEMHO20
Xxapakmepa, ymo 3a4acmyr npugooum K no30Hel NOCMAHo8Ke OUA2HO3d, K020a 6apuanmbl Ae4eHus 0080AbHO 02paHuyenbl. Juaznos amuioudosa
0053amenvHo 004%ceH OblMb UCKAIOEH Y NAUUEHMOE ¢ CepOeHHOll HeOOCMAamo4HOCMbIO ¢ COXPAHHOU (pakyueil evibpoca. Jlevenue nauuenmos
¢ amuaoudo3om cepoua eKaUaem 06a 0CHOBHbIX HANPABACHU — NPOBEOCHUE XUMUOMEPANUU C UCAbI0 YHUUMONICCHUSL AMUAOUOOLEHHbIX NAA3-
Mamuueckux KAemok u aeveHue cepoeunoil Hedocmamounocmu. OcHOBHOU 3adauell Kapouonoza A64s1emcs noodepiucanue 2emMoOUHaAMUKU 00
noAyYeHus omeema Ha xumuomepanuio. B cmamoe paccmampugaromes 60npocol OUAZHOCMUKU, CMPAMUPUKQAUUY PUCKA U Ae4eHUS OOAbHbIX
¢ nepeuuHbLIM amuaoudo3om cepoua. 3akarouenue. Hcnoavbsosanue co8pemMenHOl XUMUOMeEPaAnuyu 0eMOHCMPUPYem 3HAYUMEAbHOE YAYUUleHUe

eblicusaemocmu.
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AKTyaJIbHOCTh

Amuionno3 — 3abosieBaHue, XapaKTepusylolleecs OT-
JIO)KEHUEM B MEXKJIETOUHOM TIPOCTPAHCTBE HEPACTBOPUMOTO
budbpwsipHoro 6enka-amuiouna. Heserssiiuecss pudpui-
JIbI aMUJIOVIA COCTOSIT He TOJIbKO U3 OelTKa-TpeaIieCTBeHHI-
Ka, HO TaKXXe COAepXaT MPOTEOTTTMKAHBI U CHIBOPOTOUYHBIN
amwitoun P (serum amyloid P, SAP). ®ubpuuibl amumonma
Ype3BbIYATHO YCTOMYUBHI K AETPANALINH, XOTS UMEIOTCSI CBE-
NeHUsT O MEMJIEHHON pe30pOluy aMuIouaa MPU OCTAHOBKE
(mpekpamenun) ¢dudbpuutoreHesa [1, 2]. AMwionns MoxXeT
00pa30BLIBATHCS U3 psina OETKOB-TIPENIIECTBEHHUKOB, OTHA-
KO HamboJiee PacTIpOCTPAHEHHBIMU SIBJISTIOTCS JIETKUE IIeTTN
MMMYHOIITOOYIMHOB (immunoglobulin light chains derived)
u TpaHcTupeTuH. [lepBuuHbiii (AL) amwionmo3 sBisieTcs

TJIa3MaKJIETOYHON TUCKpa3neil, Tpu KOTOPO MOHOKJIOHATTb-
Hasl TOIMYJISIINS TUIAa3MaTUIeCKX KIIETOK TMPOIYIMpYyeT Ta-
pampoTenH, KOTOPBIN TPU MATOJIOTMUYECKON KOHGbOpMAINT
NpUBOIUAT K oOpaszoBanuto ammionga [3]. Cexkpeuwust jer-
KUX 1IeTeli MMMYHOTJIOOYJIWHOB ITaTOJOTUYECKUM KIOHOM
MOCTHOTUKYISIPHBIX B-TMMGOIIUTOB MM TIa3MOIIUTOB
SIBJISIETCST OOJIUTATHBIM TIPU3HAKOM TEPBUYHOTO aMUJIOU-
032 W TIO3BOJISIET OTHECTH NaHHOe 3abojeBaHuWe K TPYIIe
naparnpoTeMHEMUYECKNX reMo0acto30B [4]. [lepBUYHBIM
aMUJIONI03 MOXeT HabmonaTbes y 10—15% manuneHToB ¢ MU-
€JIOMHOI OO0JIE3HBIO, YACTO OCJTOXHSIET TEUEHHE MUETOMBI
U SIBJISIETCST HE3aBUCUMBIM (PaKTOPOM TLTOXOTO TIpOrHo3a [3].

BaxxHo moHMMaTh, YTO aMWIOUIO3 Cepilla SBISETCS He
M30JIMPOBAHHBIM COCTOSTHUEM, a YacThl0 CHCTEMHOTO IIPO-
mecca. [1pu mepBUYHOM aMIJIONIO3€ B TIPOLIECC BOBJIEKAIOTCS
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AL cardiac amyloidosis is a relatively rare disorder that belongs to the group of infiltrative cardiomyopathies. Diagnosis of primary amyloidosis is
challenging due to many unspecific symptoms and sings, which often leads to late diagnosis when treatment options are limited. Primary amyloi-
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TOYKH, KoXa, epudeprueckast HepBHast cuctema. Heckomnb-
KO pexe HaOJIomaeTcsl MopakeHue XKeTyqoIHO-KUIIIEYHOTO
TpakTa ¥ Me4YeHU, B TO BpeMs KaK TOJOBHOI MO3T He mopa-
KaeTcs.

[Mpu amwmionmose cepaiia MUOKapA XKeTyIOuKOB CTaHO-
BUTCST XKECTKUM, YTO TIPUBOANT K PA3BUTHIO PECTPUKTUBHOMN
kapauomuornatuu. [Iporpeccupyroiee OTIOXeHUE aMUIIO-
WA MPUBOANT K YTONIIEHUIO CTEHOK, YMEHBIIEHWIO pa3Me-
pa KeIyJOYKOB, CHIDKEHWIO PACTSDKUMOCTH (KOMIUTIaeHCa)
U TIOCTETICHHOMY CHUXEHHIO YIapHOTO o0bema, 4TO BemeT
K CHIDKEHUIO CepAevHOro BbIOpoca. 2KecTKOCTh KeymouKoB
HapyIIaeT X HAIOJIHEHUE B IMACTOJTY, UYTO BeleT K KIIMHUIe-
CKOI1 KapTWHE TUACTOINIECKOM CepaeTHOI HETOCTATOUHOCTH
¢ coxpaHeHHOI dpakiueit Beiopoca (DB), a co BpemeHem —
K cuCTONMYecKoi aucyHkuuu [5, 6]. OmHaKo HeECMOTps
Ha TO, YTO y OOJBIIMHCTBA TALMEHTOB TPU TEPBUIHOM
aMIWJIONIO3€ CO 3HAYMMBIM TIOPaXKE€HWEeM Cepala CTeHKHN
JIEBOTO XeJTyT0YKa yTOJIIeHBI, N3BECTHO, YTO CepAeuHast He-
IOCTATOYHOCTh MOXET Pa3BUBAThCS U TPU HOPMATBHOI €ro
tonuHe. boree Toro, cHuXeHHast hpakivs BBIOpOca MOXKET
HaOMIONAThCSA Y TALMEHTOB C MUHUMAJBHBIM YTOJIIIEHUEM
CTEHOK JIEBOTO 3KEIyJouKa WJIM BOOOIIE TPU OTCYTCTBUM
BUIUMBIX N3MeHeHU1. OOBSICHEHNEM 3TOMY MOXET CITy>KUTh
KapINOTOKCUYHOCTh IMPKYIUPYIONIUX JIETKUX IIeTeif, 4To
BBI3BIBACT MUOKAPAMATBHYIO AMCHYHKIIAIO, a y OTAETbHBIX
OOJTPHBIX JAHHBIM MEXaHW3M TIpeobianaeT Hal OTIOXKEHUEeM
bubpwn [7, 8].

[lo HemaBHEeTO BpeMEHM aMWJIOWAO3 CepAlla paccMaTpu-
BaJICsl Kak pekoe 3aboJieBaHUE, He TIOAIalolIeecs JIeUeHUIO
U 3a4acTyi0 JUATHOCTHPyeMOe JUIIb Ha ayToTNcuu. 3a To-
ciemHee AecATUIeTre ObUTH CETaHbl OTPOMHBIE TOCTIKEHUS
KaK B NUAarHOCTWKe, TaK W JICYCHUM aMWIOWAO3a Cepalla,
KOTOPBIH, KaK 0Ka3aJoCh, NUMEET OOJBIIYIO PacCIIPOCTpaHEH-
HOCTB, YeM CUMTAJIOCh paHee [9].

TpynHo miepeolieHUTh PAaHHIOK TUATHOCTUKY aMIJIONI03a,
Belb TIPY HATMINY KIIMHIYECKN 3HAYMMOTO TTOPaXKeHUsI Cepa-
11a TIPOTHO3 KpaiiHe IIoxoil. OTIOXeHNe aMIIonaa MOXEeT
TPOUCXOIUTDH YPE3BBIYAIHO OBICTPO: Y MALMEHTOB C TIEPBUI-
HBIM aMWIOWAO30M, HE TOTy4alolINX Teparuio, CKOPOCTh
YTOJILIEHNsI CTEHOK CepiAlia MOXeT mocturath 1,45—2,16 mm
B Mecsil. bosee Toro, mpomemieHne B TOCTAHOBKE MUATHO3a
MOXET TIPUBECTH K TOMY, YTO TIAIIUEHT HE CMOXKET TepeHe-
CcTH HamboJiee MHTCHCUBHBIE Kypchl xumuoTepanuu [3]. [1pu
MEPBUYHOM aMUJIOUI03¢e cepiie mopaxkaercst y 90% OOJbHBIX,
a'y 50% 13 HUX pa3BUBAETCS CepieuHast HeMOCTaTOUHOCTh. Ha-
MPOTUB, MEHEe YeM y 5% MalMeHTOB MPU MEPBUYHOM aMUJIO-
03¢ HAOMI0JaeTCsl M30JIMPOBaHHOE IMopaxkeHue cepana [10].

AL-amuiaonnos —
9acTh CHCTEMHOTO Mpomecca

Anudemuoaoeus

3abojeBaeMOCTh MepBUYHBIM ammionno3oM B CIIA co-
crapysiet 8,9 ciyyaeB Ha | MuTH yesnoBek B rof [ 11]; pa3BuBaeTcst
MPUOTM3UTETHHO C OMMHAKOBOM YaCTOTOM y MYKUMH U KEeH-
LIUH, 00BIYHO TTocye 50 JieT, OMHAKO MOXeT MaHU(hECTUPOBATh
U Ha TpeThbeM AecaTwieThu Xu3Hu [10]. XoTs mepBUYHBIIA
aMWJIOUIIO3 CUUTAETCS JOBOJILHO PENKOI MaTOJOTHEl, eTo 3a-
00J1eBaeMOCTh COTIOCTABMMA, HATIPUMED, C 60JIe3HBIO XOMKKI-
Ha u coctaisieT 1000—2500 cayuaes B rox [12].

Kaunuuecrkan Kapmuna

Pannss nuarHocTrka aMuIona03a 3aTPYIHUTETbHA BBU-
Iy MHOXECTBa HecTeUU(PUIHBIX CUMIITOMOB CHUCTEMHOTO
xapaktepa. MynbTudaKTOpHBI TaTOTeHe3 TIePBUYHOTO aMU-
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JIOUI03a 3acTaBisieT GOJTHHOTO MCKATh MOMOIIU TI0 TIOBOIY
«MHOXECTBa HECBSI3aHHBIX MEXIy co00il GosesHeit» [3],
U 33a9aCTYIO OT TIEPBOTO OOpaleHusT K Bpady A0 TTOCTAaHOBKU
MMarHo3a MPOXOonuT OoJiee rofa: Tak, MOACYUTaHO, 4To 1/3
OOJILHBIX 32 ITOT MEPUOI BPeMEeHU o0palaeTcs K MmsITi u 60-
stee Bpavyam [13]. [TaBHOI TPYTHOCTBIO IS CIICIIMAIMCTA SIB-
JIsIeTcs O0beNMHEeHNUE Ha TIEPBBIN B3TJISIT HE CBI3AHHBIX MEXKITY
coboit cummtomoB. Kitaccuyeckue «CTUTMBI» MOTYT YKa3bl-
BaTh HAa AMArHO3 amwIonno3a. Makporioccust hakKTHIeCKu
IMAaTOTHOMOHWYHA TSI TIEPBUIHOTO aMWJION103a (TIpU OTCYT-
CTBUU TaKMX 3a00JIeBaHMI, KAK MUKCENeMa U aKpOMEeTaIIus),
onHako HaOmonaercst miib B 10% cayuaes [10]. B 1/3 ciy-
YaeB BCJENCTBUE JIOMKOCTU COCYIOB BO3HUKAET MEPUOpPOU-
TajbHAs MypIypa («I71a3a eHOTa», «IJla3a MaHIbl»), a TaKKe
OoTMeyvaroTcs Ipyrue, 6ojiee cepbe3Hble KpoBoTeueHus . Yare
HaOTIONAIOTCS TIETeXUU B 00JIACTU BEK U TEPUOPOUTATIHLHOM
00J1acT, YTO MOXET OBITh BBI3BAHO pacueChIBAHWEM, Kalll-
JieM, HacMopKoM. Bonesast HeliporaTust — ele OauH U3 He-
crienupuIecKnX CUMIITOMOB, TPEOYIOIINX TOTIOTHUTEIHHOM
MMAarHOCTUKY B TIOO3PUTENbHBIX HA aMUJIONI03 CITyJastX.

CUMIITOMBI CepAeYHON HEZOCTATOYHOCTH BKIIOYAIOT
OINBIIIKY TpU (PM3UUECKOU HATpy3Ke, OPTOITHO?, TTapOKCU3-
MaJTbHYIO HOYHYIO OIBIIIKY, YBEIUYeHNE XUBOTAa B 00BEME,
OTeKM HIDKHUX KOoHeuHocTeil. [1o manusiM S. Dubrey u co-
aBT., WIS OOJIGHBIX TIEPBUYHBIM AMUJIOMIO30M XapaKTepHO
BBIpaXKEHHOE CHUKEHWE MacChl Tesla, YTO HaOJIomaeTcsT He-
CMOTpS Ha oTeku [12].

HNudwnbtpanus npencepanii aMUIONIOM TIPUBOIUT K UX
MUCHYHKIUU, B CBSI3U C YeM BO3MOXHO 00pa30BaHUE TPOM-
0OB B TTOJIOCTSIX TIPENCepauil naxe y OONBbHBIX C CUHYCOBBIM
pUTMOM, a TPOMOOIMOOJIUU MOTYT CIYKUTh paHHEeW MaHU-
decratiuu Gonesnu [9]. YauBuTenHHO, YTO, HECMOTPS Ha
BBIPAXEHHYIO OUjaTalluio mpeacepauit, juinb y 10—15%
OOJTLHBIX Pa3BUBAIOTCS TPEACEPIHbIE apUTMUU (Yallle BCETO
dubpwanua npeacepauii) [14]. [MpuuanHOt TOMYy MOXET
CITy>KUTh OOIIMPHOE BOBIIEUEHNE MUOKAP/IA TIPENCePaUil, YTO
NleJlaeT HEeBO3MOXHBIM TOMIepKaHne GUOPWIISIIANA TIpe/-
cepnwmii [3].

[Mo naHHBIM WccenoOBaHUS, TMPOBENEHHOTO B KIWHUKE
Meito (Mayo Clinic, CIIIA), BHyTpHcepIeYHbIC TPOMOBI
ObUTM BBISIBJICHBI Y 35% OOJBHBIX C TMEPBUYHBIM aMWJIOU-
mo3oM cepaia. Crenyer OTMETUTh, YTO M3 56 MallMeHTOB
6e3 ubpwIIsIIUK Mpeacepanii § UMenu BHYTPUCEPICIHBI
TpoM603 [15]. KpoMe mnHcynbTa, y OOJBHBIX C aMUTIOUI030M
cepa pa3BUBAIOTCS U APYTHE CUCTEMHBIE SMOOIUHU, B TOM
Yyuciie SMO0NS TIOYeK ¥ ME3eHTEPUATbHBIX apTepHil, a TPOM-
603 TTOJIOCTH TIPABOTO MPENCEPAUS MOKET IPUBOIUTH K TPOM-
605M00IIMHK JIETOYHOI apTepun [16].

CUHKOIIe MOXeT OBITh O0YCIIOBIIEHO KaK OJI0KamaMu, TaK
U ApUTMUSIMU U SIBJISIETCS TIPEIUKTOPOM TIIOXOTO TPOTHO3a.
Y MmanmeHTOB ¢ MEPBUYHBIM AMUJIOWIO30M CTPECCUHIYIIN-
pOBaHHOE CHHKOIIE acCCOLMUPOBAHO C IUIOXWM TIPOTHO30M,
B TMIEPBYIO ouepe/ib M3-3a prucKa BHe3arnHoi cmeptu [17].

BuesamHast cepmeuHast cMepTh coctasisieT 1/3 Bcex Je-
TaJIBHBIX UCXOMOB B TiepBbie 90 mHEll y OONBHBIX C BIIEPBBIE
MMarHOCTUPOBAHHBIM aMWIOMIO030M. PUCK BHe3amHON cep-
NIEYHOU CMEPTH YBEIMUMBAETCS B 3aBUCUMOCTH OT CTanuu 060-
JIE3HU U YACTO SIBJISIETCSI CIIEACTBUEM JJIEKTPOMEXaHWUECKOU
TIACCOIMAIINN, XOTSI HEPEIKO BCTPEUAIOTCS U KETYTOYKOBBIE
apuT™MUH. BaXHOCTH 27I€KTpOMEXaHWUYECKON MMCCOLUAIIN
KaK TIPUYMHBI BHE3AITHOU CepIevyHOl CMEepTH TOoauepKuBa-
eTCsl 3aI0KYMEHTUPOBAHHBIMU CIyJ9assMU y OOJTBHBIX C UM-
IJIAHTUPOBAaHHBIM KapauoBepTeEpOM-aehudpuiuiaropom [16].

AMUIOUI03 cepara MoxXeT MaHN(DeCTHPOBATh CUMITTOMA-
MU CTEHOKApIINU, YTO CBSI3aHO C BOBJIEYEHNEM KOPOHAPHOTO
pyciia B IaTOJIOTMIECKUIA TIpoIiecC. Y TaKUX MAIIeHTOB BBISIB-
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JISTIOT MHTAKTHBIE KOPOHAPHBIE apTepUH, a TAKXKE CHUKECHUE
pe3epBa KOPOHAPHOTO KPOBOTOKA IO TaHHBIM KOPOHApOaH-
ruorpaduu [18]. B uccinemoBanuu S. Dubrey u coast. 25%
MalnrueHToB ¢ AL-aMWIOMI030M TIPEIbSBISIN Xalo0bl Ha
00JIM B IpyaH, B OOJIBIIMHCTBE CITy4aeB HETUITUYHBIC [UTsI CTe-
HOKapIuu HaTpsKeHMsT: 6e3 IBHOM CBA3M ¢ (hu3nueckoil Ha-
TPY3KOW ¥ CTPECCOM, He Kynupyloluecs: B mokoe. Cpenu tex,
KoMy ObLTa TIpoBefieHa KopoHapoaHruorpadus, 77% mnaim-
€HTOB He MMEJIM MOPaXEHUsT SMTMKapIUaIbHbIX apTepuit [12].
B apyrom ucciaenoBaHUM TIPY TUCTOJIOTUUECKOM UCCIISI0BA-
HMM KOPOHAPHBII apTepuii ObUTN BBISIBJIEHBI CTEHO3bI MEJIKUX
KOPOHAPHBIX apTePUii, CBSA3aHHBIE C OTIIOKECHUEM aMUIIOUIA,
MPEUMYIIECTBEHHO B MEIMU, TIPU ATOM SMUKAPAUATbHbBIC ap-
TepuM ObUTM MHTAKTHBI WJIA TTOYTH MHTAKTHEI [19, 20].

Jlabopamopnoie uccredosanus

Tak Kak TIepBUYHBIA aMUJIOWIO03 SIBIISIETCS TIIa3MaKiie-
TOYHOU AMCKpasueill, HeoOXOINMO BBISBIEHUE TTaparpoTer-
HEeMWU, YTO BKITIOYAET 2JIeKTpodope3 OeKOB TIa3Mbl KPOBU
1 MOuH, dyekTpodope3 ¢ MMyHObUKcaIuell U BHISIBICHUE
CBOOOJIHBIX JIETKMX IIeTieil. B oTauwdme oT MHOXECTBEeHHOM
MUEJIOMBI, TIPU KOTOPOU OOJBIIIOE KOJMIECTBO LUPKYIUPY-
IOIET0 TapanpoTrenHa o0pa3yeT MaTOMOTUYEeCKU MUK TIPU
a1ekTpodope3e CHIBOPOTKM KPOBU WU MOUU, y 3HAUUTENb-
HOTO 4YKciia OOJIbHBIX C TIEPBUYHBIM aMIJIOMIO030M TaHHOE
nccinenoBaHne HeMHGOPMATUBHO BCIIEACTBUE MaJlOrO KO-
nrdecTBa mapamporenHa. OrpeneneHre CBOOOMTHBIX JIETKUX
1IeTIeii SIBNISIETCST KOJIMUECTBEHHBIM TECTOM, KOTOPBI TT03BO-
JISIET BBISIBIISITH CBOOOMTHBIE JIETKHE IIETIH C OOJIbIIeil TyBCTBU-
TEJTBHOCTBIO, UeM dJIeKTpodope3 ¢ uMMyHObUKcae. DToT
METOJI TI03BOJISIET U3MEPUTH COOTHOIIIEHNE Kalla K JsMo/a,
koropoe Bapbupyer oT 0,26 mo 1,65, cooTHoueHue Goiee
1,65 npenmonaraetT U30BITOK Kara-1erneif, a COOTHOLICHHUE
menee 0,26 — u30bITOK J1saMOna-wereii [21]. Hanuune mouey-
HOU HEMTOCTATOYHOCTU CHUKAET YYBCTBUTEIHLHOCTH METONa
¢ 81 mo 60% [22]. UccnenoBaHre cBOOOMHBIX JIETKUX LETIEi
00brvHO MpousBonutcs MetomoM Mdpunaiit (Freelite), Koto-
PBIif B HACTOSIIIIEE BPEMST CUUTACTCST «30JI0TBIM CTAHIAPTOM».
YyBCTBUTEIBHOCTh NaHHOTO MeTona B 10 pa3 mpeBoCXomuT
YyBCTBUTEJIBHOCTh MMMYHOMUKcanmu [3]. KommuectBeHHO
W3MEPUTh MOHOKJIOHAJIbHBIE JIETKME 1IeTT BO3MOXHO C TO-
MOIIIbIO MacC-CIIEKTPOMETPUN — APYTOi aKTUBHO pa3BUBa-
foreiicst Metonuku [23].

JloxanpHOE pa3pylieHne KapaIuOMHUOIINTOB W TIOBHIIIIE-
HUe DaBJIEeHUs] B KaMepax cepAlla MPUBOALT K POCTY YPOBHSI
CEpIeYHBIX TPOIIOHWHOB, MO3TOBOTO HATPUITYpPETUIECKOTO
nenTuaa (brain natriuretic peptide, BNP) umu N-koHI1eBoro
¢parmMeHTa MO3rOBOTO HATPUUYPETHMUECKOTO TPOTENTHIA
(NT-proBNP). [1pu mepBUYHOM aMUJIOMI03€ TTOBBIIIICHHBIM
YPOBEHBb MO3TOBOTO HATPUITYPETHUECKOTO TETITUIA CINTACTCS
MapKepoM BOBJIEUEHUsI MUOKap/a W BBISIBIISIETCS ellle 10 pa3-
BUTHS KIIMHUYECKON KAPTUHBI CEPIETHON HEJOCTATOYHOCTH.
XOTsS1 ypOBeHb MO3TOBOTO HATPUIYPETUIECKOTO TeNTHaA TT0-
BBIIIIACTCS TIPU CePACIHON HEMOCTATOTYHOCTH JII0OOTO TeHe3a,
OH 00J1aaeT MPOrHOCTUIECKOI IIEHHOCTHIO TIPY aMUJIONI03¢€
cepana [24]. G. Palladini 1 coaBT. GbUIO MMOKA3aHO, YTO HU
ONIVH TIALIUEHT C TIOPaXXEHWEM CepJlia TPy TMEPBUYHOM aMU-
nmonno3e He umen ypoBHS NT-proBNP menee 55 mmonb/a
[25]. Kpome Toro, nccienoBanue NT-proBNP B nuHammke
TOoCJie TIPOBENEHNSI XUMUOTEPATIUN SIBIISIETCST BaKHBIM WH-
CTPYMEHTOM [JIsI OLIEHKY TIPOTHO3A.

Hucmpymenmaavnuie ucciedosanus
Dnekrpokapauorpadus (DKT) ssBrsgeTcs IMMUpoKoaoCTy -

HBIM U HEIOPOTUM METOIOM, KOTOPBIN MOXET MPEI0CTaBUTh

BaXKHYIO TSI Bpaua MHbOpMAIMiO. AMUIONI03 — OIHA W3
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penkux cutyanuii, Korga udmeHeHnuss Ha OKI moryr moss-
JIIThCSL paHbllle, YeM Ha 3xoKapauorpamme (OxoKI). du-
OpUJUTBI aMIJIONIIA TIPEACTABIISIIOT COOOM MeKTPUIeCcKU Heli-
TPaJbHBIN (HEAaKTUBHBII) MaTepras B MUOKap/ie, KOTOPBIN He
BoisiBIIsieTcs Tipu DKI. BenencrBue 3Toro mpuOIM3UTEIBHO
Y TIOJIOBUHBI OOJTBHBIX TIEPBUYHBIM aMUJIOUI030M PETUCTPU-
DYIOTCSI HU3KWIU BOJBTaX B OTBEAEHUSX OT KOHEUHOCTEi
(< 5 MM) ¥ HemocTaTOUHOE HapacTaHue 3yOua R B rpyaHbIx
OTBefleHUSIX (TceBIONHGMAPKTHBIE U3MEHEHUST), XOTSI B pefi-
KUX CITyJasix, HeCMOTPSI Ha 3HAUYMMOE TOpakKeHUe aMUJION-
oM, Ha DK BombTaxk coxpaHeH U qaxe yBeTWIeH, KaK «IIpu
WCTUHHOW TUTIEPTPOGUM», YTO CBSI3BIBAIOT C TIPEACYIIECTBY-
foleit runepTpodueil MruoKapaa JeBOro Xeayaouka Ha hoHe
UTUTEJTbHOTO TEeYeHUs TUIIEPTOHWYECKoil Oone3nu. Yacto
Ha0II0MaeTcs HEOOBIYHOE TIOJIOKEHUE SJIEKTPUIECKOl Oocu
cepia, 0COOEHHO ee pe3koe OTKIIOHeHUe BIipaBo. HecMoTpst
Ha HM3KUN BombTaxk Komriuiekca QRS, BombTaxk BomHbI P
00bryHO He cHukeH [9]. Kpome Toro, mermo3utsl amumiouna
TPUBOAST K TaKUM HAPYUIEHUSIM PUTMA W TPOBOAMMOCTH,
Kak pa3TMIHble OJIoKaIbl cepaua, yummHeHne natepsana QT,
JKeJIyoOYKOoBast Taxukapaus [26].

I[Mpn OxoKI HabGmomaeTcs yTOIIIEHUE CTEHOK JIEBOTO
¥ 3a4acTyIO MPaBOTO XeIymouka, nuiatanus momoctu JIK
HabmomaeTcss oueHb penko. [Ipemxcepanst yacTo numaTupona-
HBI ¥ HETTOIBUXKHBI, YTO HATIOMUHAET «TJIa3a COBbI». Beien-
CTBUE€ OTJIOXEHWSI aMUJIOUIHBIX MAcC CTEHKU XKeTyIOYKOB
UMEIOT 3epPHUCTYIO 3XO-CTPYKTYpY, OMHAKO ITOT (heHOMeH
Habmonaercst HedacTo (y 26% 0OIbHBIX aMUJIOUI030M, TTOJI-
TBEPKICHHBIM 3HIOMMOKapAWadbHOI Owonicueit) [27, 28].
IonoOHast 3epHUCTAsT IXO-CTPYKTypa MOXKET HaOII0maTh-
Ccsd y TAalMeHTOB ¢ OOJe3HSMU HAKOTUIEHUS TJIIMKOTEeHa,
TUTIEpTPOPUIECKON KapaMOMHUOTIaTUE W TEePMUHAIBHOM
TMOYeYHO HemocTaTouyHOCThIO [29]. MHorma y mammeHToB
C aMUJIONIO30M Cep/Ila HAOMIoMaeTCsl aTUITUYHBIN TTaTTepH
VMHOWIBTPAIUY C ACUMMETPUYHBIM YTONIIEHUEM MEXKEITy-
JIOYKOBO¥ TTePETOPOIKY, B OTAETHHBIX CIydasx ¢ HopMUpo-
BaHWEM TPaJMeHTa B BBIXOTHOM TPAKTe JIEBOTO KeIyJ0ouKa
[30]. Mo manaBIM DXx0KI TUITEI aMUITONI03a HEPA3TUIUMBL
[3] (Tabm. 1).

K coxanenuio, He cylecTByeT 3XoKapauorpaduieckux
TPU3HAKOB, CITEIM(UIHBIX TOJTBKO IJIST aMUIONI03a, OTHAKO
MX KOMOWHAIIUS C KITMHUIECKUMU CUMIITOMAMU U 3HAKaMHU,
a Takke HU3KuUi BosmbTax Ha DKI momoraror nuddepeHn-
pOBaTh aMUJIOMIO3 OT APYTUX 3a0oaeBanmit [10].

MarnutHo-pe3oHaHcHas Tomorpadus (MPT) cepaua mo-
3BOJISIET TIOJIYYUTh TPEXMEPHOE M300pakeHWe C BBICOKUM
paspelreHreM IS OLIEHKU pa3Mepa KaMep Cepaiia, TOMIIUHBI
CTeHOK, OHOPOTHOCTM MMOKapAa M ero JIOKaTbHOU CoKpa-
TUMOCTH, U 3a49aCTYIO SIBJISIETCSI «KJIIOYOM» K JMATHO3Y, JaXe
KOTZIa aMWIONI03 He ObUT 3amomo3peH panee. [1poBeneHue
MPT cnenyer paccMaTpuBaTh B CIydae pa3BUTHS Y TAIlMeHTA
CEepIeYHON HETOCTATOYHOCTU WA apUTMUI HEU3BECTHOM
3THUOJIOTUH, OCOOCHHO TPH TOA03PEHNHU Ha aMmionno3 [31]
(Tabm. 2).

buoncua

HecMoTpst Ha coBeplLIEeHCTBOBaHME HEMHBA3UBHBIX Me-
TOAMK, <«30JIOTBIM CTaHAAPTOM» B JUArHOCTUKE aMUJIOUIO-
3a ocraercs Ouorncus. i MONTBEPXAEHUS aMUIOUI03a
TpedyeTcs MPOBEAEHUS OMOIICUU C OKPACKOW MpernapaTtoB
KOHTO KpacHbIM. [Ipu cBETOBOI MUKPOCKOTIUHU BBISIBIISIOTCS
aMop(dHbIe AETO3UThl PO30BOTO 1IBETA, OKpPACKa KOTOPBIX
MEHSETCSl Ha I0JI0YHO-3€JIEHYI0 TIPYU IPOCMOTpPE B MOJISIPU-
3YyIOIllEM CBETE B pe3yjbTaTe ABOWHOTO JyYENPEIOMIICHMUS.
B kimHMYeCcKOW mpakTuKe yallle BCEro MPOBOMAST aclupa-
A0 TTIOAKOXHO-XXKMPOBOU KJIETUATKU TepeaHeil OprolHoni
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Ta6mmna 1. Oxokapauorpaduueckas KapTUHA TIPU aMIJIOUI03€ Ceplia
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ITapamerp

KommenTapmii

3epHUCTast 9X0-CTPYKTYpa — CHUMIITOM «CBETSIIErOCS MUOKapIa»,
«3BE3IHOr0 Heba»

Hecneuuduyeckuit npuznak. Habmonaetcs npu [KMIT u npyrux
00JIe3HSIX HAKOTLIEHUS

Yronmenue creHok JIZK

CrnenctBre MHGWIBTPAIIUN aMUJIOUIOM, 2 He NCTUHHAS
runepTpodust KapIUuOMUOIIUTOB

VYmenbienue KO JIK

TIpuBOIUT K CHYKEHUIO yIapHOTo o0beMa Jaxe npu HopmaibHoii DB

OOBIYHO COXpaHHasK UM YMepeHHO cHIkeHHass DB JIK

@B JIZK MOXeT CHMXAThCSI Ha TIO3[IHUX CTAAUSIX O0Ie3HU

Bricokoe cootHomenne E/A

CrnencTBre pecTpUKIIUN, OTHAKO YMEHBIIEHUE aMTUTUTYIIBI
BOJIHBI A MOXKET yKa3bIBaTh Ha CHYDKeHUE (DYHKIIMU TTPEICepInii
¥ TIOBBIIIIEHHBIN PUCK TPOMOOOOpa30BaHUS

YKOpOUeHHOE BpeMsT 3aMeIEHUSI KPOBOTOKA PaHHETO
nuacronnyeckoro HanoHeHus JIK (dt, deceleration time), BeicOKOe
cootHomeHue E/e’

Bricokoe cooTHolIeHNE E/e’ YKa3bIBa€T Ha MOBLIIICHUEC TaBJICHUS B
JIEBOM IIpE€ACEPONN

VBennueHne 00beMOB JIEBOTO M TIPABOTO MpPeCcepIrii

TWMYHBII TTPU3HAK

IMpononbHoe HanpsikeHue JIZK HapylIeHO ¥ CHUXKEHO CUJIbHEE B
GasajbHbIX U cpenHux otaenax JIZK nmo cpaBHEHMIO ¢ BEPXYILKOi

Cneunduueckre narTepHbl NPoaoabHOro Hampsokenust JIK
Mo3BOJISAOT AudhepeHIIMPOBaTh AMUITOUI03 OT A0PTATLHOTO CTEHO3a
u TKMIT

VYToieHne CTeHOK MPaBoro KeTyaouKa, CHIKEHHE CKOPOCTHBIX
nokasareneit I12K mpu TkaHeBo# qommieporpadui 1 CHUXKEHUE
TIPONOJIbHOTO HarpsikeHust TT2K

CHuxeHue TAPSE u nponosnbHoro Hanpsikenust TTK siBisiroTcst
pPaHHUMU WHIUKATOPaMU BOBJICUCHUS cepiiia y 60abHBIX AL-
aMUJIOUIO30M

YrosnieHune KianaHHOTO arirmapara

Hecnemmduueckuii mpuzHak

Boimor B monoctu nepukapaoa

Hecnenmduyeckuit mpusHaxk

VYTo1ieHne MeXIpeacepaHoi eperopoaKkn

TTaTOrHOMOHMYHO [UTSI aMUJIOMI03a Cepalia

JunHamuyeckasi 00CTpyKLIMS BbIHOCs1Iero TpakTa JIK

Menee TUIIMYHO AJIs1 aMUJIOM03a cepala, TpeOyeTcsl UCKIIoueHre
TKMIT

YMepeHHast KianaHHast TUChYHKIIS

Tskenas KjianaHHasi MaToJIorust BCTpeYaCTCAd pEAKO

IIpumevanue. TKMIT — runeprpodudeckast kapnuomuonatust, JIZK/TTXK — neBbrit/mpaBsiit kenynodek, KO — KOHEUHO-AMACTOIMIESCKUI
o6beM, DB —dpakims Beiopoca, TAPSE (ot Tricuspid annular plane systolic excursion) — aMIUTUTyIa CUCTOJIMYECKOTO CMelIeHusl (huopo3-
HOTO KOJIbIIa TPUKYCITUAATBHOTO Ki1anaHa (B MM). E/A — cootHomeHue mukoB E u A, E/e’ — cooTHoIIeHre MaKCUMaTbHOM CKOPOCTH TPaHC-
MUTPAJIBHOTO KPOBOTOKA 1 TMKOBOI CKOPOCTU pacciadieHusl MMOKapaa B (pa3y paHHero HaroJHEHMs JIEBOTO XKeJyJ0ouKa.

Ta6muna 2. MPT npu amunounose cepaua (anantuposano us [31])

ITapamerp

KommeHnTapwmii

XapakrepHble MOpdhoIornyeckre 0COOEHHOCTH aMUIoU103a cepiia/
PECTPUKTUBHOI KapauoMmuonartuu (kak rpu 9xoKI')

Bousblias paspeniaroiiasi criocoOHOCTh 1o cpaBHeHUIO ¢ DXoKI.
OTcyTCTBUE TAKMX OTPAHMYEHUI, KaK TI0X0e aKyCTUYECKOe OKHO

TTosnHee ycwienue curHana JIZK npy KOHTpacCTUpOBaHUU
rajioIuHUueM

JNuddysHoe u cybaHA0KapIUMATBbHOE O3IHEE YCUJICHUE CUTHAIa
JIK mipy KOHTpacTUPOBAHUU TaIOIMHUEM BCTPEYAETCs Yalle, YeM
HEOIHOPOIHOE (TecTpoe, MIATHUCTOE) OTCPOUYECHHOE YCUJIeHUE

ITo3aHee ycuaeHre cUrHaua ot Mpeacepauii mpu KOHTPaCTUPOBAHUU
raJoJqMHUeM U OLeHKa (PyHKIMYU TIpercepauit

XapakTepHasi 0COOEHHOCTh aMUJIOMI03a Cep/lia.
DyHKIUS TIPeACepanii MOXET ObITh XOpOoIIo olleHeHa Ha MPT

T1-kapTupoBaHue

Bpewms T1-penakcauuu npu aMUIoUI03€ cepliia MOXeT ObITh
YKOPOYEHO, UTO SIBJISIETCS] PAHHUM MPU3HAKOM TIOPaXeHUsI cepaua
NP1 aMUIIOUI03€

OlleHKa BHEKJIETOYHOIO 00beMa Ha OCHOBaHUM T 1-KapTUpoBaHUs U
YPOBHSI TeMaTOKpUTa

VBenunueHne BHEKJIETOUHOTO 00beMa MOXET YCKOPUTD ITOCTAHOBKY
NIMarHo3a «aMWJIOU103 Cepilia» elle A0 MOSIBJICHUS SBHOTO MO3IHETO
ycuseHust ragonuHuem JIZK

Ilpumeuanue. MPT — mMarHuTHO-pe3oHaHCcHasi Tomorpadus, DXoKI' — axokapauorpadus, JIZK — nesblit xkenynodek, T1 — pexxum MPT, npu

KOTOPOM BUIIHBI OTJIMYMSI HOPMAJIBHBIX TKAHEH OT MaTOJIOTMYECKUX.

CTEeHKU (B TATOJIOTMYECKUI MPOIECC YaCTO BOBJICUEHBI Ka-
MIISIPHl  TIOAKOXHO-KUPOBOI KJIETYaTKM), OTHAKO BO3-
MOXHO TIpOBeJeHNEe OWOICUU TIOYKU, cepila, mepudepu-
YECKUX HEPBOB, CITIOHHBIX XeJe3, Xelyaka, MedeH! WIu
KOCTHOTO Mo3ra [3].

[pu momo3peHny Ha TIEPBUYHBIN aMUTIOUI03 00S13aTETb-
HO TIPOBOIUTCST OMOTICHSI KOCTHOTO MO3Ta IUIS OTIpefesieHUs
MPOIIEHTA TTa3MaTUYECKNX KJIETOK, a 3HAUUTETbHOE YBEIU-
yeHue X KoandecTsa (6oree 10%) MOXET CBUIETETLCTBOBATD
0 COCYIIIECTBYIOIICH MUueaoMe (pucC.).

Jleuenue
TepaHI/Iﬂ Yy NagueHTOB C aMWJIOMA030M CE€palia UMECT IBa
OCHOBHBIX HaIlpaBJICHUS .
1) neuyeHMe cepmaeYHON HETOCTATOYHOCTH;
2) XUMUOTEPAIKA C LHEJIbIO YHUUYTOXKECHUA aMUTIOUIOTCHHBIX
T1a3MAaTUYCCKUX KIIETOK.
XI/IMI/IOTepaHI/IH IpeTepIicjia 3HAYUTCIIbHbIC M3MCHCHUS
B IOCICOHUEC NECATUIICTHUA, YTO COIIPOBOXKOIACTCA 3HAYU-
TECJIbHBIM YBCJIMYCHUCM 4YuUCTIa 6OJIbHI)IX, OTBCHAIOIIINX Ha
TEpaIrin, U YAIUMHCHUEM IIPOMNOLKUTCIbHOCTU HX XKM3HU.
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Bo3MoXxHbli amunonao3 no gaHHbiM IXoKr/MPT

Y

CBOOOAHbIX NIErKUX Lienen

JlabopartopHoe o6¢cnefosanme: NT-proBNP, TponoHuH T, anekTpodopes
6eJIKOB KPOBM M MOYM C UMMYHOCOUKCaLMe, OnpefesieHne cogepXxanus

v

[Tpn3HaKn NNasMoKNETOYHON auckKpasumn?™*

Cunnturpadous ¢ nupodocdarom TexHeums 99
1 ONpeJeneHne 3axeata MMOKapaoMm

v v

HeT unn cnegosoe BbisiBNeHo
HakonneHue HakonneHue

v v

Onpegenexue mytauum
ATTR

Amunongo3
ManoBeposTeH.
[Tpu BbICOKOM
KNHNYEeCKO
BEPOSTHOCTN —
éuoncus mnokapaa

ATTR ATTRp

buoncus KocTHOro mo3ara + 6uoncus
MUOKapAa/apyrux TKaHen

v v

WrX rosoput AMOUBaNEHTHbIE
0 Hanamm pesynbrathl
Nerknx Lenen u
OTpULAET Hanu4ue Y
TpPaHCTUPeTUHA Macc-
B IENO3NTAX CMEeKTpOMeTpus

AL-amunonpno3s

C TpaHcTupeTuHosbIM (TTR) amunongosom.

* — BbIIBJIEHME MJ1a3MOKJIETOYHON AUCKpa3nuy Heoba3aTeNlbHO ABNAETCA NOLTBEPXAeHeM AL-amunongosa,
TaKk KaK MOHOK/IOHaNbHas rammanatins HeonpeaeneHHoro 3HaveHns (MGUS) moxeT cocyLlectBoBaTth

Puc. Aroput™M TMarHOCTUKM M TUITMPOBAHUS aMUJIOUI03a CepAlia Y TMAIIMEHTOB C CEPACYHOI HEAOCTATOYHOCTBIO HESICHOM THOIOTUY (agarm-

TUPOBaHO U3 [9])

ITlpumeuanue. DxoKI' — axokapaunorpadusi, MPT — MarHuTHO-pe3oHaHcHasi Tomorpadust, MI'X — MMMYHOrHCTOXMMUYECKOE UCCIeI0BaHUE.

PexxuMbl xumMuoTepanuu y G0JbHBIX TIEPBUYHBIM aMUTIOUIO-
30M OCHOBAHBI Ha TEPATMY MHOXECTBEHHON MUEIOMBI 1 Ha-
1IeJIeHbl Ha CHIDKEHUE CEKPelUd aMUJIOMIOTEHHBIX JIETKUX
1ereii masMatudeckumu kinetkamu [32]. Tepanus mepBud-
HOTO aMUJIONI03a OOBIYHO BKITIOYAET BBICOKOMO3HYIO XU-
MUOTeparnuio B KOMOMHAIINY ¢ TPAaHCTUIAHTAIIEN CTBOJIOBBIX
KJIETOK, aJIKWIMPYIOIIUE CPEICTBa, CTePOUIbI, MHTUOUTOPHI
TPOTEOCOM W/WJ WMMYHOMOIYJIUPYIOIINE CpencTBa. AJ-
KUJTUpYIOlee CPencTBO MesdaraH U MHIMOUTOP TTPOTEOCOM
OopTe3oMub SIBISIOTCS HAMOOJIee YacTO WCTOIb3YeMBbIMU
mpernaparaMy TepBOi JIMHUU, a 00pTe30MuO Haubomee Ja-
CTO WCIIONBb3yeTCss B KOMOWHAIWu ¢ IukiodochaMuaom
u nekcameta3oHoM (cxema CyBorD). Jleuenue mo mpoTtokomy
¢ 6opTe30MNOOM MOXET aCCOLMUPOBATHCS C YBETUICHUEM
BBIXKMBAEMOCTH y TIAIIMEHTOB C CUMITTOMHOM CepaeyHOoil He-
JMIOCTaTOYHOCTHIO HAa MOMEHT ITOCTAaHOBKM JIMarHo3sa [33, 34].
HMmmyHomonynupytoriye mpernaparsl (immunomodulatory
drugs, IMiDs) SBISIOTCA OTHOCHUTEIBLHO HOBBIM KJIACCOM
YW BKJTIOYAIOT TATUAOMUM, JIEHATUIOMUI U TIOMATHIOMMUI.
IMokazaHa mx BBICOKAsi AKTUBHOCTH Y OOJTBHBIX TIEPBUYHBIM

aMUJIOUI030M B KOMOWHAIINY C IEKCAMETa30HOM KaK C aJIKHU-
JIIPYIONINMU CPEeICTBAMU, Tak 1 6e3 Hux. [1pu ncmoias3oBa-
HMM KoMOMHaLmMK, BKogatomein IMiDs, oTBeT ObUT mOCTUT-
HyT Y 40—70% GOJIbHBIX TIEPBUYHBIM aMIIIONI030M. OTHAKO
HayaJio OTBETa Ha Tepanmio — OTHOCWUTETbHO MEIJIEHHOE,
a pPUCK Kapamo- W HedPOTOKCUYHOCTH — OTHOCUTEITHHO
BBICOKMIA [35]. JIpyroi moaxom K JICUEHHIO TIEPBUYHOTO aMU-
JIOUI03a — Teparnusl BHICOKOJO3HBIM MeJipaTaHOM C ayTo-
TpaHCIUIAHTAIlME! CTBOJIOBBIX KJIETOK, YTO ACCOLIMHPOBAHO
C YBeIMYEHNEM TIPOAOKUTEIbHOCTH KU3HU, OMHAKO CMEPT-
HOCTb, CBSI3aHHASI C CAMUM JIEYeHUEM, TOBOJIBHO BBICOKA, UTO
TpeOyeT TIATeILHOrO OTOOpa MaueHToB [36].

OlleHKa TeMaTOJIOTMYECKOTO OTBeTa OCHOBaHAa Ha W3-
MepeHUN cBoOOmHBIX Jerkux meneit (CJILL): vacTuuHbIf Te-
MaTOJIOTUYECKU OTBeT ToapaszymeBaeT cHinkeHue pCJILL
(dFLC) na 50% (pa3Huiia MeX1y BOBJICYCHHBIMU 1 HEBOBJIE-
YEeHHBIMU CBOOOIHBIMU JIETKUMU TETISIMU), OYeHb XOPOIIHit
gactuuHblil oTBeT TpedyeT pCJIL (dFLC) < 40 mr/n, momHbIi
TeMaTOJIOTMUECKU OTBET OIpenessieTcs] KaKk HOPMalbHOe
cootHomreHue CJILL [37]. Cepme4yHbIif OTBET OMpEC/ISIeTCS
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kak cHikeHue NT-proBNP xak munmmym Ha 30% (mpu
YCJIOBUU TOTO, YTO MCXOMHOE 3HaueHue Obuto > 650 Hr/n
1 aOCOJTIOTHBIN YPOBEHb CHIDKEHUS KakK MUHUMYM 300 Hr/I)
U aCCOIMUPOBAH C KIMHUIECKUM ((DYHKIIMOHATLHBIM) YITyd-
IIeHEM ¥ yBeJIMdeHueM BbkKUBaeMocTu. OMHAKO CBOMCTBA
HEKOTOPBIX TPENaparoB (TAIUIOMUI, JEHATMIOMUI, TTOMa-
JINIOMU), & TAKXKE TOYeYHasT NUCHYHKITUS MOTYT TIPUBOAUTD
K noBbiieHnio yposHss NT-proBNP [36].

OCHOBHOI1 3amaueil KapaAnosora sBisieTcsT ToaaepKaHue
reMOIMHAMUKH [IO TIOJYIEeHMs OTBEeTa Ha XUMUOTepanuio. Jle-
YeHUe CepIeTHON HEeTOCTATOUHOCTH y OOTBHBIX TIEPBUYHBIM
aMUJIOUI030M TIPEICTABIISIET OOJBIITNE TPYAHOCTH, B TOM YHC-
Jie U3-3a psia KOMOPOMIHBIX COCTOSTHUI — He(POTUIECKOTO
CUHIpPOMA, TTIOYETHOI HeJOCTATOYHOCTU M aBTOHOMHOU Heli-
ponatuu. [leTneBbie AMYPETUKN W aQHTATOHUCTHI aIbIOCTe-
CTOHA SIBJISTIOTCSI OCHOBOU TEparuu, a ¢ MIPOTPEeCCUPOBAHNEM
CepIevYHOll HEeMOCTaTOUHOCTH TpeOyeTcsl yBeJIWueHUe 103
npernapatoB [38]. M3 merneBbIX MUYypEeTUKOB TPEANIOYTHU-
TeJIbHEee WCIOJb30BaHWe OONBIIMX M03 TopacemMuma (CooT-
HOIIIEHHE ¢ BHYTPUBEHHBIM (ypocemumoMm 20-10) B cBsI13n
C MeHbIell BaprabelbHOCThIO B OMOMOCTYITHOCTU U Oojee
MPOJOJDKUTEIBHBIM IEHCTBUEM TI0 CPaBHEHUIO ¢ hypoceMu-
oM [16, 39]. B psine ciyuaeB noGaBiieHUE K TIETICBBIM TUype-
THUKaM CITMPOHOJIAKTOHA, B TOM YHUCJIE B HATPUIYPETUIECKUX
03axX, TMPUBOAWT K YMEHBIIEHUIO CUMIITOMOB CEpAeUYHOU
HeaocTaTouHOCTH [38] (Tabu. 3).

[Ipu HU3KOM ypoBHE anbOyMUHa (Kak caencTBre Hedpo-
TUYECKOTO CUHApOMaA) TpeOyeTcsl HazHaueHue Oojiee BBICO-
KUX IOX MOYETOHHBIX TIperaparoB. ¥ OOJbHBIX C aHACAPKOt
3a4acTyio HEOOXOAMMO BHYTPUBEHHOE BBEIEHNE TUYPETUKOB
B CBSI3M C HapylIeHNEM abCOPOIINY U3 KeJTyTOTHO-KUIIIETHO-
ro Tpakra [14].

Kitaccnaeckue mpenapatsl 1UIst JISYSHUST CEPIETHON He0-
CTaTOYHOCTH (6eTa-610KaTOPhl, MHTMOUTOPHI AaHTUOTEH3WH-
TpeBpamaero GepMeHTa, aHTaTOHUCTBI PELIETITOPOB aH-
TMOTeH3WHA) OOBIYHO TIEPEHOCSITCSI OUEHD TUIOX0 U 3a4acTyio
BEIyT K KIIMHUIECKOMY YXYAIIEHUIO, YTO eIlle pa3 MoqIepKu-
BaeT BaXXHOCTb CBOEBPEMEHHOI TTOCTAHOBKHW TPAaBUILHOTO
nuarHo3a [40]. bera-6mokatopel Hea(P(hEKTUBHBI, TaK Kak
cepaeyHast HeIOCTaTOYHOCTD SIBJISIETCST CIIENCTBUEM WH(DUITb-
Tpaly MHUOKapAa W TOKCUYHOCTH JIETKUX IIeTieil, a He pe-
MonenmpoBaHus. Cienyer n3beratb pyTMHHOTO Ha3HAYEHUS
0eTa-0JI0KaTOPOB IMAlIMeHTaM C BIEPBBIE MTUATHOCTUPOBAH-
HBIM aMUJIOUI030M CepAla, Aaxke MPU CHIKEHHOU (hpakiinm
BBIOpPOCA, TaK KaK B OTJIMINE OT TPAAUIIMOHHON XPOHUIECKOM
CepIeYHON HEJOCTATOYHOCTU CO CHIDKEHHOMW (hpakineil Bbl-
Opoca TIpu aMUJIONI03¢ OTCYTCTBYeT NBYX(a3HBIN OTBET Ha
OeTa-0610KaTOPHI (HETATUBHOE MHOTPOITHOE NEICTBIE CMEHSI-
€TCsl TIOBBIIIIEHNEM COKPAaTUMOCTU), U Naxe MUHWMAaJbHbIe
TTO3bI 6eTa-6JI0KATOPOB MOTYT MIPUBECTU K PA3BUTHUIO CUHIPO-
Ma MaJioro BbIOpoca. biokaTophl KambIMeBhIX KaHAIOB (Kak
IUTUAPOTIUPUINHOBBIE, TaK W HEIUTUAPONTUPUTUHOBBIE)
YCKOPSTIOT Pa3BUTHE CEPAEYHOI HEMOCTaTOYHOCTU U BBIpA-
XKEHHOI TunoToHuu (41, 42].

CHUXEHHBI M OTHOCUTENLHO (PUKCUPOBAHHBIN yIapHBIT
00BEM TIPUBOIUT K «3aBUCUMOCTH» OT TaXUKAPAWW IJIST TIOJI-
NepKaHUs CepAeTHOTO BeIOpoca. CHIDKEHUE YaCTOTHI Cepaed-
HbIx cokpateHuii (YCC) naxke mo 60—80 ya./MuUH yxyaiaer
COCTOSIHME Y psna 6oJBHBIX, B TO BpeMst Kak YCC Gosplire
110—120 yx./MuH IIEpeHOCUTCS TaK XKe I110x0 [16]. PazBurue
TaXMCUCTOTNIECKO (OpMBI UOPWIISIUA W TPEeTIeTaHUs
Mpencepanii YacTo MPUBOANT K KIMHUYECKOMY YXyIIIEHUIO
coctosiHMsI, ToaToMy BaxkeH koHTponb UCC. [lo maHHBIM
H. Meier-Ewert u coaBr., nipernapatamMu BbIOOpa 1151 KOHTPO-
11 YCC gBistioTest 6eTa-010KaTOPhl B MAJTBIX 103aX W aMU-
OIIapOH, a YBEJUYEHNE UX TO3UPOBOK MTPUBOIUT K CHIDKEHUIO
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CepIeYHOro BHIOPOCA U KIMHUYECKU 3HAYMMOU TUTIOTECH3UM
BCJIEACTBUE HETATUBHOTO XPOHO- W MHOTPOIHOTO 3ddexTa
[43]. Hamr ombIT MOKa3bIBaeT MPEUMYIIECTBO UCTTOIb30BAHMS
aMUOIapoOHa, B TOM YHCIIE C ITyJTbCYPeXkaIOIIeit TIeNbIO.

Tsoxenas oprocraTueckasl TUTIOTEH3UsT KaK CIEACTBHE
ABTOHOMHOU HeWpomaThy MOXeT HaOmonaThCs y OOJNBbHBIX
MEePBUYHBIM aMWJIOUIO030M CEpIIla, B CBSI3M C YeM MOXET
MOTPeOOBATLCSI MEIUIEHHOE YBETWYeHHUE TTOCTHATPY3KU alb-
dal-agpeHOMUMETIKOM MUTOAPUHOM Y OOTBHBIX C TSIKETOM
ABTOHOMHOU MUCOHYHKIMEH 1 04eHb HU3KUM apTepUaTbHbIM
nmaBieHueMm [16].

JIUTOKCUH TIPOTUBOTIOKA3aH OOJbHBIM TIEPBUYHBIM aMU-
JIOUJI030M C CUHYCOBBIM pUTMOM [ 16, 44], a ero npumeHeHue
st koHTpoJis YCC nipu pubpwIIsIuy mpeacepauii psaom
aBTOPOB MpH3HaeTcs Hebe3omacHbIM [29, 45], Tak Kak OBLIO
IMOKa3aHO, YTO JAWTOKCUH CBSI3bIBAETCS ¢ UOPWIIAMU aMU-
Jiouna, B pe3yiabTaTe 4ero ero BHYTPUCEPAEYHBI ypOBEHb
MOXeET OBITh TIOBBIIIEH C Pa3BUTHEM TOKCHUeCKHNX 3 (HeKToB
naxe TIPU «TepareBTUIECKOi» KOHIIEHTPAIIU B CBIBOPOTKE
kpoBu [14]. OmHaKO CyIIECTBYET W allbTepHATUBHOE MHE-
nHue. [1o manabeiM M. Grogan u A. Dispenzieri, oCTOpoxXHOE
MPUMEHEHNe TUTOKCUHA 3a4acTyIO MPeAouTUTeIbHee OeTa-
0JIOKaTOPOB B CIIydae OCTPO BO3HUKIIEH TaXMCUCTOINIECKOM
dopmbr GUOPWILISIIINY TIpeACepnnil BBUAY BHICOKOTO pUCKa
TSDKEJION TUTIOTeH3UM U TUTonepdy3un OpraHoB B OTBET Ha
npuMeHeHue 0eta-610kaTopos [16].

PemmnuBupytomue Gomibiive TUIeBpaTbHBIE BHITIOTHI Kak
CJIEICTBUE CEepAEYHON HETOCTATOYHOCTU WM aMUJIOUI03a
IJIEBPBI MOTYT TOTPeOOBATh TOPAKOIIEHTE3a, TIIEBPO/IE3a I
B KauecTBe IMAaJUIMATUBHON Mephl YCTAHOBKU TUIEBPATEHOTO
karerepa [16, 42]. Mcmonb3oBaHue KOMIIPECCHOHHOIO 0Oe-
JIbsT TIOMOTAeT TPU MEXaHUIECKOI MOOUITU3ALINY KUIKOCTH,
WCTIONB3YeTCs IS TIPEAOTBPAIIEHUS] OPTOCTATUIECKON TH-
MMOTeH3UN W KOHTPOJISI OTEKOB HIKHUX KOHEYHOCTe! 6e3 13-
JIVTITHETO YBETMUEHUS 103 TUYPeTUKOB. O0S3aTeTbHBIM SIBIISI-
eTCsl TIIATeTbHBIN KOHTPOJIb BOMHOTO OanaHca: exXeqHeBHOe
B3BELIMBAHUE U KOPPEKIINS 103 TUYpeTHKOB [10, 14].

VY oTHnenbHbBIX 00MBHBIX MHGOUIBTPALIUS TIPENCePIN aMu-
JIOUIOM TIPUBOAUT K Pa3BUTHUIO TPENCEPAHBIX apuUTMUI, U,
HECMOTpsT Ha oclabJIeHHyIo paboTy mpencepanii y OOJbHBIX
aMUJION030M, BO3HUKHOBEHUE ApUTMUM YacTO TPUBOIUT
K YTSKEJICHUIO CepaeyHOl HemocTaTouHocTu. Mymbrudo-
KaJlbHasl TIPUpOJAa apuUTMHUU TIPEACTaBIsIeT OOJbIINMe TPYI-
HOCTHU [UIsSI TIPOBENEHUsI KaTeTepHOU abJISAuu, a TPOILEHT
PEIMINBOB TOBOJIBHO BICOKUIA [46]. [Ipy Ha3HAYCHUM aHTH-
APUTMUKOB CTOUT M30erath MpPEernapaToB C OTPULATETHLHBIM
WHOTPOITHBIM Y XPOHOTPOMHBIM 3dekToM. [lo maHHBIM
R. Falk u coaBT., mpuMeHeHNEe aMUOIapoHa 00BIYHO 3 dek-
TUBHO; TOBOJLHO YaCTO MPUMEHSUICS TOMETWIN C TTOJOXU-
TebHBIM 3(PheKTOM (ITUTETbHOE yIepXaHhe CHUHYCOBOTO
pUTMa) U XOPOIIE MepeHOCUMOCTBIO [9].

[Ipy Hanuuum Mo0OON TpeACcCepaIHON apUTMUM TpPedyeT-
cs Ha3HAueHWEe AHTUKOATYISTHTOB (BapdapuHa MM HOBBIX
OpaJTbHBIX AaHTUKOATYJISTHTOB). Bornee Toro, aHTUKOATyISTHTEI
MMOKa3aHbl MPU CHHYCOBOM PUTME W HAIMIUU TPU3HAKOB
MeXaHU4IeCKON MUCOYHKIINY JIEBOTO XeTyJouKa M0 TaHHBIM
Ox0KT, Tak KaK y TaKMX MalMeHTOB BO3MOXHO 00pa30oBaHNe
TPOMOOB U TpoMO0oaIMOOIIH [9].

C ydJeToM Mayioro pa3mepa TMOJOCTU JIEBOTO KeTydodKa,
VTOJIIIEHUsI €T0 CTEHOK W AUC(YHKIIMM TIPABOTO KeTydod-
Ka TIpUMEHEHMEe YCTPOICTB oOxoma jeBoro xemymouka (left
ventricular assist device, LVAD) nipencrasisieT 60JIbIIMe TPYI-
HocTtu. B nccrnenoBanum, onyoamkoBaHHoM P. Swiecicki u co-
aBT., B iepuor ¢ 2008 mo 2012 r. 9 marmeHTam ObUT yCTaHOBIIEH
LVAD [47]. lo uMIUTaHTallMM YCTPOWCTBAa BCE TALMECHTHI
WMeNTA CepAeYHYI0 HETOCTAaTOYHOCTh [V (yHKIIMOHATBHOTO
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Ta6mmna 4. CranupoBanue AL-amunonnosa (anantuposano u3 [51, 52])
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Bnomapl(epbl M UX 3HAYCHUA

Craaun

IIporno3
(MeaMaHa BbKUBAEMOCTH, MeC)

c¢TnT > 0,025 ur/mn
NT-proBNP > 1800 rir/mi
FLC-diff > 18 mr/mn

I. 0 GuomapKepoB BbIIIEe TTOPOTOBOTO 3HAYCHMUSI
I1. 1 Guomapkep BbIlIE TTOPOTOBOTO 3HAYCHUSI

IT1. 2 Guomapkepa BbIIIE TTOPOTOBOTO 3HAUCHUS
I'V. 3 Guomapkepa BbIllIe TOPOTOBOTO 3HAYCHMSI

1.94,1
11. 40,3
1. 14
V. 5,8

Kimacca o kmaccudukarmy Heio-Mopkekoit kapamomori-
yeckoit accoumauuu (New York Heart Association, NYHA)
U 3HAYUTETHbHO CHUXKEHHBIN CeplevHbIil MHAEKC. Y Bcex Ta-
LIMEHTOB OTIePATUBHOE BMEIIATEIbCTBO MPOIUIO YCIIEIIHO.
JBoe TAIMEeHTOB yMepiu B TOCTOTEPAllMOHHOM TIEpUOIe,
TpOe — TIOCJIe BBIMIUCKY ¢ MEAMAHON BbDKUBaeMocTH 13,7 mec.
YeTBepo MaIlMeHTOB OCTABAINCH KUBHI B TIEPUOJ HAOTIONEHUS
16—24 mec. [laHHOE MCCICIOBAHKME CIUIIKOM HEMPOIOJIKU-
TEJILHO, YTOOBI AeJIaTh KaKue-I100 BHIBOIBI, TEM HE MEHEe OHO
MoKa3bIBaeT, YTo uMIuiaHtauus LVAD TexHuyecku BO3MOXHA
y TIAIIMEHTOB C AMWJIOUIO30M U SIBIEHUSIMU TSKEJION cepred-
HOU HEIOCTaTOUHOCTH [47].

[To maHHBIM PETPOCTIEKTUBHOTO MCCIIENOBAHUS C YIaCTH-
eM 53 manmeHToB ¢ aMUJIONI030M (13 HUX 33 ¢ TIepBUYHBIM
aMUJIOUI030M), TPOXOAMBIINX JiedeHWE B KIWHUKe Meiio
¢ 2000 1o 2009 r., MMIUTaHTaLIUS KapauoBepTepa-nedudpui-
JIATOpa He TOBNUWsIa Ha TporHo3. CliemyeT OTMETHTh, YTO
3JIEKTPOHHBIN MPUOOpP ObUT UMIUIAHTUPOBAH B 77% ciydacB
IUISE TIEPBUYHOM mpoduiaktuku, B 23% — IUisl BTOPUYHOI;
npaBwibHOE (0OOCHOBAaHHOE) cpabaThbIBaHWE YCTPOICTBA
HaOMIONAIOCh Yalle MPY HATMYUKM OCTAHOBKW Cepilla WIN
YCTOMYMBOI XKeTyTOUYKOBOM TaXUKApAUU B aHaMHe3e [48].

3HavyeHUe TPaHCIUIAHTAIIMU Cepllla KaK MeTOoMa JIeIeHUST
aMUJIona03a Cepalla OKOHYATEeJTbHO HE OIpeNesieHO, a pe-
3yJbTAT JIEYSHUsT CJILHO 3aBUCUT OT BHIOOPA MAIIUEHTOB ISt
TpaHcrutaHTtanuu. [ToMUMO OGBITHBIX OTPAHNYEHUI, CBSI3aH-
HBIX C TpaHCIUIAHTAIMell, HeaaeKBaTHasT TTONIePXKIBAIOIIAs
Tepanusi B IepUOTIEPAIIMOHHOM TIEPUO/Ie W PUCK OTIOXKEHMUS
aMIWION/Ia B TPAHCIIIAHTATe CHIXKAIOT YCITeITHOCTh TAHHOTO
Merona JsedeHus [49]. PaccmarpuBaTh TpaHCILUTAHTAIIUIO
CepIlia CTOWT B TeX CIydasX, KOraa mopaxkeHue cepiia siB-
JISIeTCsl eIMHCTBEHHBIM TIPOSIBIICHUEM aMIIOMI03a, a TaKXKe
B CJTydJasiX, KOT/Ia TSKECTh TIOpaXeHUs cepiia He TT03BOJIsIeT
MPOBOMUTHL XxUMHUOTepanuio. [1lo maHHBIM KIUHUKU Meito
(o cocrosgHMIO Ha Mait 2016 r.), Goiee yeM 3a IBadLATHU-
JIETHUI TIepuoa OBUTM BBITIOTHEHBI 23 Tepecagkul cepiiia
(ob1mree 4nciio GOTBHBIX TIEPBUYHBIM aMUJIOUI030M — 00-
nee 3000) [9].

Ilpoenos

Y naiueHToB ¢ MEPBUYHBIM aMUJIOUI030M BOBJICUCHME
cep/lia B MATOJOTMUYECKUI MPOLIECC acCOLMUPOBAHO C XYJI-
LIMM ITPOTHO30M, U OOJIBIIMHCTBO CMEPTEii CBSI3aHbI UMEHHO
C TIOpaXkeHWeM OpraHa. Y TaKuX MalMeHTOB CaMOW YacToit
MPUYMHOI JIETAILHOTO MCXOMIa SIBJISIETCSl BHE3aIrHasl cepiey-
Has CMepTh WJIM 3aCTOMHAsl cepievyHasl HeIOCTATOYHOCTb.
IMo manHbiM S. Dubrey u coaBT., MeauaHa BBDKMBAGMOCTU
cpenu 232 ManyreHToB Mociie TTOCTAaHOBKY TUAarHo3a COCTaBU-
na 1,08 roma (0,83—1,25) [12]. Y maumMeHTOB ¢ aMIJIOMAO30M
MOBBIIIIEHUE TPOITOHUHOB UM MO3TOBBIX HATPUAYPETUUYESCKUX
MENTUIOB SIBJSIETCS MPETUKTOPOM CMEPTHOCTH, YTO MOIUEp-
KMBAeT BaXHOCTb 3TMX OMOMAapKepOB VISl CTpaTU(dUKAIMI
pucka [50].

S. Kumar u coaBT. mokazaHa TpPOTHOCTMYECKAsT 3Ha-
YUMOCTh €IIIe OJHOTO TMOKa3aTelsl — Pa3HOCTU MEXIY BO-
BJCUCHHBIMM M HE BOBJICYCHHBIMU JIETKMMU LETSIMU

(FLC-dift) [51], Ha ocHOBaHMM 4Yero ObLIa cO3MaHa U Balld-
MU3UPOBAaHA HOBAsI MPOTHOCTUYECKAsT MOMEINb, T KaXKIbIN
rmokazareib oneHuBaercsd B 1 6amn: ¢cTnT > 0,025 Hr/min,
NT-proBNP > 1800 rir/mn, FLC-diff > 18 mr/mi. Beinenenst
yeteipe ctaguu (1, 11, 111, IV) B 3aBUCMMOCTH OT KOJIMYeCTBA
6amos: 0, 1, 2, 3 cooTBeTcTBeHHO (Ta0:1. 4). B nccinenoBanuu
¢ yJactreM 758 MMalreHTOB MeIraHa BhKUBAEMOCTHU CO CTa-
musyu 1, 11, 111, IV cocrasuia 94,1 (95% AU 64—154), 40,3
95% O 24—59), 14 (95% AN 11—18) u 5,8 mec (95% AU
5—7) cootBerctBeHHO; p < 0,001. OueHOYHAsT MATUICTHSIS
BBDKMBaeMOCTb y mauueHtoB co ctagusmu I, 11, III, 1V co-
crapisiet 59; 42; 20 u 14% cootBeTcTBeHHO [52].

3akaouenne

3a mocnenHee AECATUICTHE CIETaHbl OTPOMHBIC JTOCTHU-
SKEHUSI B TUATHOCTUKE U JICYUEHUU TTEPBUYHOTO aMUJIONI034,
OJTHAKO, HECMOTpPsI Ha COBEPILIEHCTBOBAHUE JIAOOPATOPHBIX
¥ BU3YaJTU3alIMOHHBIX METOIUK, TMATHO3 aMUJIOMI03a Cepaia
MpeCTaBIIsIeT OOJBIINE TPYIHOCTH, B CBSI3U C YeM HEOOXOI1-
Ma MH(MOPMUPOBAHHOCTh Bpaueit 06 9Toit maroioruu. OueHb
BaXKHBIM SIBJISIETCSI PaHHEE BBISBJICHME aMIJIOMI03a Cepaia
¥ Havyajo JIeYeHMsl ellle 10 BO3SHUKHOBCHUSI HEOOPATUMBIX
n3MeHeHui. Tepamnus y MaliMeHTOB ¢ aMUJIOUI030M HaIPaB-
JieHa Ha B3JIMMMHALIAI0 aMWJIOMIOTEHHBIX I1a3MaTUUECKUX
KJIETOK, W, YTO HE MEHee BaXKHO, JICYCHUE CEepIeUHON He-
OCTATOYHOCTH; TIPU 3TOM CTaHAAPTHAsI TEparusi XpOHUYe-
CKOW CeplieuHO# HeIOCTaTOYHOCTH 3a4acTyio HeahekTuBHA
U IaXKe MOXET ObITh oracHa. JIoCTUKeHMs B 00J1aCTH XUMHUO-
Tepanuu, UMMYHHOW Teparuu, TPAHCTUIAHTALIUKA CTBOJIOBBIX
KJIETOK CO3IAI0T BO3MOXHOCTb [UISI TOCTMKCHUSI CTOMKO#M
PEMKCCHU, a AMUJIOUIO3 ITOCTETIEHHO CTAHOBUTCS GOJIC3HBIO,
KOTOPYIO MOXHO 3(D(hEeKTUBHO JICUNTh.

JononnuTebHAs HH(DOPMATIHS

Uctounnk dunancuposanua. PTAOY BO «Ilepsriit Mockos-
CKUI TOCYNapCTBEHHBI MEIWIIMHCKUN YHUBEPCUTET UMEHU
HN.M. CeuenoBa MunszapaBa Poccun” (CeueHOBCKMIT YHU-
BEPCUTET).

KondaukT uaTepecoB. ABTOPbI NTaHHOI CTaTbU MOATBEPIUIN
OTCYTCTBHE KOH(DINKTAa MHTEPECOB, O KOTOPOM HEOOXOTUMO
COOOIIUTD.

VYuacrtue aBropoB: U.B. Tpyxun — cbop marepuana, aHanu3
NMaHHBIX, moaroToBka tekcta ctareu; J.10. llexounxun —
KOHIIETIINS U MU3aliH CTaThbU, COOp MaTepuaia, aHalIn3 NaH-
HBIX, pemaktupoBaHue; H.A. HoBukoBa, A.C. AKcenbpon,
E.A. Coipkuna, A.E. I'paués, E.O. I'pubanosa, B.K. Oxora,
B.B. Peixko, E.C. IlepmmHa — aHaau3 TaHHBIX, PeOAaKTH-
poBanue; AJl. ChIpKUH — KOHIUEIIMS U TU3ailH CTaTbH,
pemaktrpoBaHue. Bce aBTOpBI BHECTHN CyIIIECTBEHHBIN BKIAL
B TIPOBEJeHNE aHATN3a UCCIeNOBAaHUI, TIONTOTOBKY CTAaTbhH,
PO U OHOOpWIN GDUHATBHYIO BepCUIO Tiepen MmyoiarKa-
LHuen.
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