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+ This article analyzes the frequency and features of cardiac amyloidosis in the elderly. The morphology and pathogenesis of
amyloid cardiomyopathy are presented. The features of the clinical picture of the heart and aortic lesions in systemic and local
variants of amyloidosis are analyzed. Polymorbidity in older people, which complicates the diagnosis of cardiac amyloidosis
and leads to a delay in treatment, is reviewed. The diagnostic methods of various types of cardiac amyloidosis are evaluated.
Modern trends in the treatment of amyloidosis are presented.
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munonaHas kapauomuonatus (AKMII) npexnctasnsier  HHMEM HepacTBOPHMMOIO, O0coObIM 0Opa3oM CBEPHYTOrO B
co0OM PEeCTPUKTUBHBIN THI MOPaXKEHUs CepALa, CBs-  B-CKIaayaTyio CTPYKTYpy (puOpHIIIAPHOro IIIMKONPOTEHHA
3aHHBIA C BHEKJICTOYHBIM M IIEPUBACKYISPHBIM HaKOIUle-  aMHJIOUJA.
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CoBpeMeHHas KJIacCU(pUKAIMSI aMUJION103a YUUTHIBACT
CYIIECTBOBAHUE CUCTEMHBIX U JIOKAJIBHBIX (DOpPM aMUIIOU-
no3a. K HacTosiiemMmy MOMEHTY M3BECTHO O CYLIECTBOBAaHHH
36 TUMOB OEJIKOB-MIPE/IIICCTBEHHUKOB amuona (tadi. 1)
[1]. AMuiiono3 MOXeT ObITh HACIIECTBEHHBIM U TIPUOOpE-
TeHHbIM. Cep/rie MOTYT MOopaXkaTh C pa3HOW 4acTOTOW BCe
THUIBI CUCTEMHOTO aMUJIOU103a, & TAKKE YacTh JIOKAIBHBIX
dopm.

Haubosnee yacThiMM BapHaHTaMU CUCTEMHOTO aMHUJIOH-
J103a ¢ MmopaxkeHueM cep/ia spistores AL-amunonnos (6e-
JIOK-NIPEIIECTBEHHUK — JIETKHE e HMMYHOIIOOYJIMHOB)
n ATTR-amunonio3 (0enoK-peAnIecTBeHHUK — TPaHCTH-

Reviews

perun (TTP)). [Ipu HEKOTOPBIX TUMAX YACTOTA PA3BUTHSA
AKMII nuskas, Hanpumep, npu AA-ammnonnose [2]. Jlo-
KaJIbHbIE (POPMBI aMUIIOUI03a CEPIACYHO-COCYAUCTOM CHCTe-
Mbl (CCC) — 370, Tpexae Bcero, M30JUpOBaHHBIN aMUIIO-
uno3 npenacepauit npu AANF-amunonnose, a Takxe mopa-
JKEHUE MEIHMaJbHOTO CIOS aopThl Ipu Amed-amuionaose,
KOTOpBIE Yalle BCEr0 aCHMITOMHBI.

JlokansHble (GOpMBI TPYIHO 3alON03PUTh, IPEXIE BCe-
ro, B CBS3U C OTCYTCTBUEM KJIMHHUYECKOH HACTOPOKEHHO-
ctu. [Ipu cucTeMHOM MOpa’kKeHNUH, HAITPOTUB, B TIPOLIECC BO-
BJICYEHBI MHOTHE OPTaHbl U CHCTEMBI, H KIMHHUYECKHE MPO-
SIBJICHUS BapraOenbHbL. B IOXKMIIOM M CTapyecKOM BO3pacTe

Tabnuna 1
Knaccugpukayusn amunoudosa (coznacno nomenxnamype Mexcoynapoonozo oougecmea no usyuenuro amunoudosa (2018) [1]
Tun B _ dopma I
AMHIIOHI03a €JIOK-TIPEeJIIIECTBEHHUK aMITon03a Opa)kKeHUE OPraHOB
AL Jlerkue nenu UMMYHOTIIOOYIMHOB C,J Bce opranbl, 00b1uHO 3a uckiroueHnem [THC
ATTR TpancTupeTun C Jukuit Tun (Wt): cepare Jerkue, CBI304YHbIN anmapar.
Bapuanrasre (mt): [THC, AHC, cepare, mia3a, 1eNTOMEHHHTHT
AA SAA-6emox C Bce opransl, 3a uckmtouennem [THC
AH Tsoxensie enu C, 1 Bce oprawnsl, 3a uckmouennem [THC
AB2M B2-mukpormoOyaHH C Jlykuit TUI: MbILILel, cycrasbl. Bapuantaeie: AHC
AApoA Anomunponpoteunst Al, All, A1V, CI, CIII C Cepnue, nedens, nouku, [THC, ronazsl, roprass (aloIHIONPOTEHHEI A,
BapHaHTHbIE). OcTalIbHBIE TOPAXKAIOT, B OCHOBHOM, IIOYKH
AFib DUOPUHOTEH 0, BAPUAHTHBIN C TepBuuHO — MOYKK
Agel lenbconuu C ITHC, poroeuia
Alys JInzonum C IToukn
AB B-6eox J IHC
APrPScr IIpuoHOBBIE OenKH C I Bonesns Ansrreiimepa, cuaapom JlayHa, HaceICTBEHHBIE
KPOBOU3JIUSHUSA B MO3T ¢ amuiion1030M ([ommanaus)
Bonesns Kpeiitidenpara—dkooa,
6onesnpb I'epctmanna—llITpaycenepa—Llieiinkepa
AANF Harpuitypernueckuii nentuz JI W301MpoBaHHbIA aMUIION103 MTPECEePIHii
AIAPP AmuiuH JI W3onuposaHHblif aMuiion103 B octpoBkax Jlanrepranca npu C/12,
UHCYIHHOME
ACal (ITpo)kanbLUTOHMH JI IIpu MenynIsipHOM paKe IUTOBUIAHOM Kee3bl
Acys Hucrarun C, BapuaHTHBII C ITHC, xoxa
ALECT2 JlefikonuTapHBIA XeMOTaKcHYecKHi (axrop 2 C TlepBuuHO — novkn
Apro IIponaxktun JI ITponakTHHOMA, CTapeHHe THIO(U3a
Amed Jlaktraarepus (MeauH) JI MenuanbHblii CIOI a0pThI (CCHUIIBHBII)
ABri ABriPP, BapuanrHsie C HC
ADan* ADanPP, BaprantHbIe JI LHC
AoSyn 0-CHHYKJIEMH JI IHC
ATau Tay JI OHC
ASPC** CypdakTaHTHBIH 6e1oK JI Jlerxue
AGal7 Tanextun 7 JI Koxa
ACor Kopueonecmosun JI DnuTeNnii POroBHIIbI, BOJOCSIHBIE (POIUTUKYIIBI
AKer Keparo-snurenun JI Porosuria
AlLac Jlaktodeppun Ja Porosuna
AOAAP OIOHTOreHHBIH aMHIIONI00IACT- JI OJ10HTOTCHHBIE OITyXOJIH
aCCOIMHPOBAHHBIH IPOTEHH
ASeml CemeHnorenuH 1 JI CeMeHHbIE ITy3bIPbKU
AEnf OHpyBUPTHA (HHTHOUTOD CITUAHUS, JI AMUIIONI03 B MECTaX MHBEKIHI
npenapar s aeueHus BUY-unpexunm)
ACatK*** Karencun K JI OmnyXoJIeBbIif aMUIIOUI03

IIpumeuanue. C— cucremuslii, JI — nokanbHblil, *ADan siBIsieTCss IPOAYKTOM TOTO e reHa, uto u ABri, *¥*He 10Ka3aHO aHAaIM30M aMHHOKUCIOTHOM
MOCIIEI0BATELHOCTH, ***[MOTHAs] AaMHHOKHUCIIOTHAS [IOCIESA0BATEIBHOCTD Oy/IeT YCTAHOBIICHA.
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uMeroecst kKiauHudeckue mposieineHuss AKMII moryt
TPAKTOBATbCS KaK MOCIENCTBUS «BO3PACTHBIX» OONE3HEH:
HIIEMUYECKOil OONe3HN cepAla, apTepHaIbHOW TUIepTeH-
3MM WM CEHWJIBHOTO KaJIbIIMHO3a a0pPTaJbHOTO KiamaHa ¢
(dhopMupoBaHHEeM TOpoKa (KOTOPBIE, HA CaMOM JIeJie, MOTYT
UMeTh MecTo). Bmecte ¢ Tem, ¢ mosiBieHneM 3 GEeKTUBHBIX
METOJIOB JICUCHUs IPHOPUTETOM OyIeT Cpo4yHas U rpaMoT-
Hasl IMarHOCTHKA, TOCKOJIBKY 3aro3/ainas NOCTaHOBKa Jna-
THO3a 03Ha4yaeT MOpoi (aTanbHyIO 3aAePKKy B JICUCHHH.

Hesbio nanHo# paboTHl sBIseTCsS POpPMUPOBAHHUE KIIU-
HUYECKOH HACTOPOXKCHHOCTH B OTHOILLIEHHWW aMUJIOHI03a B
MOXKHJIOM M CTapYeCKOM BO3pacTe, M ONpeiesieHne Hanbo-
nee 3¢ (EeKTUBHON TAKTHKH 00CIEIOBAHUS TAIIMEHTOB.

IMaTto¢usnosorus

OuOpIIISIpHBI OSJIOK aMUIIONAa CHHTE3UpPYeT KIOH
KIETOK aMWJIOHJ00acTOB, KOTOPBIMH CHOCOOHBI CTaTh
KIIETKH, BBIIOJHSIOIINAE B HOPME PENPOAYKTHBHBIC (YHK-
uun: GudpoOIacThl, SHAOTEITHOUUTHI KPACHOHM IMyJBIIBI Ce-
JIe3eHKH, 3Be314arhle Makpoaru me4eHu, Me3aHrHajJbHbIe
KieTku nouek u T.I. OcHoBHYH maccy ammiouaa (90%)
COCTaBISIIOT crienu(uUHbIe GUOPUIIIBI TOJIIUHON OT 5 10
10 aM, a octanbable 10% — HeQUOPMILISIpHBIE KOMIIOHEH-
TBI, B TOM YHCJIC, CBIBOPOTOYHBINH P-KOMIIOHEHT amuionaa
(SAP), anonunonporenH E, KOMIIOHEHTBI COCAMHUTENLHOM
TKaHH (TJIMKO3aMHHOTJIMKAHBI, KOJJIAT€H) M KOMIIOHEHTHI
0azanbHOM MeMOpaHbl ((GPUOPOHEKTHH, JTAMUHHH). AMUIIO-
U7 OTKJIAJBIBACTCS B MHTEPCTHLUH BOKPYT KOJUIAT€HOBBIX,
PETHUKYIMHOBBIX BOJIOKOH M Ha 0a3anbHBIX MeMOpaHax, B
MIPEACEPANSIX U JKeITyI0uKax cepia, MexX 1y KapAHOMHUOLU-
TaMH ¥ IEPUBACKYISIPHO, IETIO3UTHI MOTYT OBITH JIOKaJIbHbI-
MU, MybTH(OKaTBHBIMUA U AU dy3HBIMU [3-5]. AMunona
OKa3bIBaeT Ha OKPYIKAIOIIME TKAHH MEXaHUYeCKHN 3P QEKT.
[Tomumo 3TOTO, JIETKHE LEeNu HHAYLUHUPYIOT OKCHIATHBHBIN
CTpecC M aronTo3 IyTeM akTuBanuu P-38 MuToreHakTHBH-
poBanHo#l mpotenHknHazbl (MAPK). Ilpedubpunnsapasie
onuromepsl U3 TTP 1 NpuOHHBIX OEIKOB TaKKe TOKCHYHBI
in vitro u/uny in vivo [6—8]. Tonbko B OJHOM HCCIIEIOBA-
HUM ObUIa MPOJEMOHCTPUPOBAHA TOKCHYHOCTH OJTUTOMEPOB
MeIWHAa Ha KYIBTYpY IIaJKOMBIIICYHBIX KIETOK. Takxke
JaHHBIA OEOK MHIYLUPYeT CHHTE3 MaTPUKCHON METallio-
MPOTEUHA3bI 2, YTO MPUBOIUT K Pa3pyLICHUIO 3JaCTUIECKOM
TJIACTUHKHU aOpTHI [9].

TspkecTh CUMOTOMATHKH OIpPENENsIeTCs] JTOKaIU3auei
1 00bEMOM aMHJIOMIHBIX OTIIOKEHUH. AMUIOUIHBIE OTIIO-
JKEHUS B CEPALE MOTYT OBITh OYaroBBIMH U AU QPY3HBIMHU.
JloxansHble (GOpMBI aMHIIOM03a CEplUa 4YacTo OeccuM-
MITOMHBI, HO MOTYT (IIpU ONpPEICICHHON JIOKAIHU3allH Jie-
MTO3UTOB) IPUBOAUTH K HAPYIICHUSAM PUTMA/IPOBOIUMOCTH
WA TOPaXEHUIO KIIATIaHHOTO ariapara cepaua. AMHIOUA
OTKJIaJbIBACTCSl B MUOKapJe MPEACEePANid U JKeTyI0YKOB, B
MPOBOAALICH CHCTEME Cep/ilia, Ha KJIallaHaX, HHTpaMypalib-
HBIX KOPOHAPHBIX apTEPHUsX, a TAKKE B SHIOKApAe, HepHKap-
e, PEIIKO — B SIIMKapHaJIbHbIX apTepusax. MHOXKECTBEHHbIE
OTJIOXKEHUS MPUBOIAT K 00pa30BaHHIO UIIEMUYECKUX OYa-
roB, CyOdHAOKapauanbHbIX MH(apKTOB U (GUOPO3HBIM H3-
MeHeHusM. [Ipu nmpenmyIecTBeHHOW HHPUIBTPALUN MEX-
XKeyaoukoBoit meperopoaxu (MXKIT) amunonmos cepana mo

JAHHBIM BU3YaJIM3allMd MOXKET HAIlOMHUHATh TUIEPTPOdU-
yeckyto kapaunomuonaruto (I'KMII) [10-12]. Yro kacaercs
KJIAMAHHOTO amapara, Ipyd CUCTEMHOM aMUIIon03¢e Oojee
KPYIHbIE IEMO3UTHl aMHJION1a OOBIYHO OTKJIAABIBAIOTCS Ha
MHUTPAJILHOM U TPEXCTBOPYATOM KiamaHax (0e3 3HaYMMOU
perypruTanuy); 3Ha4uMoe MOPaKEeHUE TOMYITYHHBIX Kilamna-
HOB BcTpeuaercs pexe [3].

[lepBonauansHO mpu AudPy3HOH GopMe aMHUIOUA OT-
KJIaJpIBaeTCs B 0a3albHBIX OTAETAaX MHOKApHa, W, B Aajlb-
HeWIeM, 3TH OTHeNbl cTpagaroT Oonbiie. [lo-BuaumMomy,
3TO CBA3aHO C OONBLIMM MEXaHUYECKHM CMELICHHUEeM Kap-
JUOMHOILIUTOB B Oojiee MIMPOKUX 0a3albHBIX OTAENAX, IIe
TaKXe MPOXOAAT MOLIHbIE TypOyJIEHTHBIE TOTOKU B BHIHOCS-
mui Tpakt JeBoro xenygouka (JIXK) [13]. B utore, atu cer-
MEHTHI CTaHOBSITCS MEHEE IMOJBIKHBIMH, a MOJHOLCHHOE
BpallICHUE Cep/lla B CHCTONy — CKPYYHMBaHHE BEPXYIIKOU
MIPOTUB YacCOBOM CTpEJIKH — HEBO3MOXKHBIM [14, 15]. CHu-
JKAeTCsl SHEPIUs MACTHYECKON OT/Aaul CKPYUYHUBaHUS — CHHU-
JKAeTCs U CKOPOCTh PACKPYUHBaHHUs (110 YACOBOU CTPEJIKE) B
Jauactoiry. MakcuMyM CKOPOCTH PaHHETO JHACTOIUYECKOTO
HAIOJTHEHUS TIepeMeIlaeTcs Ha CepeuHy MM KOHeI Iua-
CTOJIBI, BCIIEACTBUE Yero crpagaeT HanonHeHue JIK, 3arem,
1 BBIOpoC 13 Hero [16, 17]. UMeHHO HapylieHus HOpMaiib-
HOI OMOMEXaHUKH COKpAILCHUI 0a3aJIbHBIX OT/IEIIOB SIBIISI-
I0TCsl HanOoJiee paHHUMU B Pa3BUTHH TUACTOIMYESCKON JTUC-
(yHKIHH e1ie 10 TOro, KaKk MaCCUBHBIE OTIOKEHHS aMUIIOH-
Jla 3HAYMMO TIOBBICST KECTKOCTh MHOKapaa. B 31oit ctagun
pa3BUBAETCSl XapaKTEpHbI PECTPUKTUBHBIM THUI AMACTO-
myeckoit mpucdynkunu (/) ¢ BICOKMM HaBieHHMEM Ha-
TIOJTHEHUS JKEITYI0YKOB, AUIATHPOBAHHBIMU MPEACEePIUsIMU
U coxpaHeHHO# ¢pakuuelr BeiOpoca (PB) (kotopas octa-
€TCsl TAaKOBOW BIUIOTH A0 TO3AHEH cTaauu 3a0oneBaHus).
PemonenupoBanue u ¢pubpo3 npencepanii NpUBOIUT K Ha-
pyuIeHusM cepaedHoro purMma. Ilpu nanexo 3amenmiei pe-
crpuxknuu pu AKMII pe3ko nagaer cokpaTuMOCTh JIEBOTO
npeacepaus (JII1) u BeipaxxeHHO (BIUIOTH A0 HYIIS, AaXe [IPH
CHUHYCOBOM PUTME) CHMXKAETCA CKOPOCTh TPaHCMUTPAIbHO-
ro moroka B (azy A, BCIEACTBHE YEro MOXET pa3BUTHCA
TPOMOO3 YIIIKa JICBOTO PEACEPAUs U TPOMOOIMOOITUIECKUE
OCIIO)KHEHHS, XK€ IIPH CHHYCOBOM pUTME.

HecomHeHHO, 4TO TsKenoe PecTPUKTUBHOE HOpaKeHUE
Muokapaa B ucxone AKMII BiusieT Ha MPOAOTIKUTEIBHOCTD
JKM3HH MMAlUeHTOB, a, B ciaydae AL-amunonnosa, aBiusercs
[JIaBHOM IETEPMHUHAHTOMN cMepTenbHOro ucxozaa [18].

Jlokanvhvle popmbl amunoudoza cepoya

[IpeamecTBEHHUKOM aMWIOHIA TIPH  UZ0AUPOBAHHOM
cmapueckom amunoudose npeocepouti (AANF) sBnsiercs
Harpuilypernueckuii nentua (HYII). Ilo psagy omyOGmuko-
BaHHBIX JaHHBIX, cpean il B Bo3pacte 80-90 yet gactora
JIAaHHOTO THUIIa aMHJIOHU]I03a MOXKET AocTurarb 95% [19]. 3a-
OosieBanue yamie Bcrpedaercs y skeHuuH. JII1 mopaxkaercs
yamie, yem npasoe npencepaue (I111). [leno3utsl pacmona-
ralTcsl CyOdHAOKApAMAILHO B BUAE HEPAaBHOMEPHO pac-
MIOJIOKEHHBIX TOJIOCOBUIHBIX OTIOKEHUM BOKPYT KapaHo-
MHOIIMTOB MJIM B BHJE MEJIKHX Y3€JKOB, a TAK)Ke B CTEHKAX
MEJIKMX COCY/JOB, B JHJOKapje. AMWIOUAHbIC (UOPUILIBI
pearupyioT u ¢ a-npeacepaasiM HYTI, u ¢ mosrossim HYII
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IpUd MPOBEJCHUHM HMMYHOTUCTOXHMMHUYECKOTO HCCIIeoBa-
Hus [20]. KnnHnueckue nposiBIEHUs! BKIIIOYAIOT Hapylle-
HUS MpoBoAMMOCTH M ¢ubOpwusinmio npexacepauid (DII)
[21-23]. V mauueHToB C KJIamaHHBIMU TOPOKAMU JIECTIO3UTHI
AANF 0b11 0OHapyKeHBI BO BpeMsi OMOTICHHU TpecepaAni,
MIPOBEICHHON B XOJI€ KapIUOXMPYPrUUECKUX ONEpaluil, u
HaJIMYMe TAaKUX JETO3UTOB IMOBBIMIAI0 pucK pa3Butus PII.
IMockonsky HVYII nosseiaercst npu xponudeckoit I, mo-
BhIIeHHOM JapieHun B JIII u ero aunaraunuu, aMHIOHI03
MOXKET OBITh CIIEICTBUEM, A HE IPUYMHON HApYLICHUH pUTMa
cepaua. JlokanbHble AEMO3UTHI BCTPEUYAIOTCS B YIAJIEHHOM
KJIanaHHoM Marepuaie ot 15,5 no 67% ciyuaes [24-26].

CenunvHoili amuarouooz aopmei — AMed — amunou-
003 — CBA3aH C OTIOKEHHUEM aMUJIOMIHOrO Oejlka MequHa
B Meaud. [IpedmecTBeHHHMKOM MeEAHMHA SIBISETCS OeoK
JaKTaArepuH (KOMIIOHEHT MOJIOYHBIX JKUPOBBIX IIAPUKOB).
OH 3KcnpeccupyeTcsi MHOKECTBOM KJIETOK, B TOM 4HCIIE,
[IaAKOMBIIIEYHBIMU KJIeTKaMu. YacToTa OTIOKEHUH IaH-
HOTO THIAa AMUJIOWAA MOKET, 10 JaHHBIM psiia UCCIIelo-
BaHUM, gocturarh y nui crapme 50 ner 97%. OtnoxeHus
JAHHOTO BHIA aMWJIOMJA MEJKHE M MHOXXECTBCHHBIC, HE
CBsI3aHbI ¢ arepockiiepo3oM [27]. Amunoun npu AMed o6-
Hapy>XHMBAIOT B MEJMH BEPXHHUX OTIEIIOB aOPTHI M B IPYTUX
apTepusix, B TOM YHCJIE, BUCOYHBIX, OCHOBHBIX, IIOATOMY 00-
CYXKIIaeTCsl €ro poib B Pa3sBUTUU TaKHX 3a00JeBaHUM, Kak
BHCOYHBIH apTepUUT U aHeBpu3Ma aopthl [28, 29]. B on-
HOM U3 MaToMOP(OIOTUYECKUX HCCICIOBAaHUN CPEAN JIHIL
C YCTaHOBJICHHBIM AA-aMHJIOHI030M OBLIO MOKa3aHO, YTO
aMIJIOUA0TION00HBIE (PUOPHILIBI JIAKTaAr€pPUHA yCHUIINBAIOT
arperauuio B (puOpmuiel O6enka SAA M CiTy)KaT KapKacoMm
JIJIS aMHJIOMIHBIX Jiero3uToB [30].

AMUIION], IPEANIECTBEHHUKOM KOTOPOTO SBISETCS «OU-
Kuiiy mun anoaunonpomeura A1, oOHapyXKUBaeTcs B aTepo-
ckiieporndeckux Onsikax [31], U He UMeeT KIMHUYECKOTO
3HAUCHHMS.

Cucmemmblil amMuioudo3 ¢ NOpadjiceHuem cepoya

W3 cucTeMHBIX THIIOB CepAlle Yalle BCEro MOpakaeTr
AL-amunoudos. Dto Taxke camas 4actast fopMa CUCTEMHO-
ro aMIJION103a B pa3BUTHIX cTpaHax [32]. AL-amunonnos
pasBUBaeTCs, IIaBHBIM 00pa3zoM, nocie 70 JIeT, HO MOXeT
HaYMHATBCS W paHblue, y nun crapme 50 netr. Takum 06-
pas3om, nopassroniee OOIBIIMHCTBO MAMEHTOB — 3TO JIUIA
NOXUJIoro Bospacra. Cepaue sIBISETCS CaMbIM 4acTo IIO-
paxkeHHbIM opraHoM npu AL-amunonnosze — ot 60 1o 90%
ciyuyaes [10, 18, 33-36].

[Narorenes 3abosieBaHus — IIA3MAKICTOYHAS AUCKPA3HSA
¢ cexpenel HeOOIBbIIUM 1O 00bEMY HHIOJICHTHBIM KIIOHOM
B-ki1eTok HecTaOMIBHBIX LUPKYJIUPYIOIIMX JETKUX Lenen
MMMYHOIIIOOYNMHOB — Karma (K) 1 nambna (A), cenuduy-
HBbIX Juis manuenTa [37]. Yaie Bcero 3Ta CeKpemusi HOCUT
MOHOKIIOHAJIBHBIA XapakTep, HO, pexe, MOXKET OBbITh I0-
JIUKJIOHANbHOM. Yalle Bcero B CTpyKType aMHIION]1a BCTpPe-
YaroTcsl BapraOesbHbIe PErHOHbI Jerkux nerneid VA1, VA2,
VA3, VA6, VK1, KOoTOpbI€, BEpOSTHO, B HAMOOJIBIICH cTere-
HU CIIOCOOHBI (POPMUPOBATH aMHUIOUIHBIE (HUOpHIEL [38].
AL-amunonno3 passuBaeTcsa npumepHo y 7-11% nanuen-
TOB ¢ MHO)KECTBEHHOU MuenomMoii (MM), okono 4/5 u3 HuX
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HUMEIOT CUMIITOMBI TOPAKEHUSI aMIJIOUAOM PA3IUYHBIX Op-
raHoB [39]. B OonpmmHCcTBE cityyaeB mpu MM nopakaroTcs
CCC, nepBHas cucteMa (CHHAPOM KapHalbHOTO KaHama U
JpYyTHe) U TIOYKH; CPeAN KOHCTUTYLIMOHAIBHBIX CUMIITOMOB
mpeo0iafatoT cnabocTb, MOTEPss MAcChl Tela U MaKpOIJIOC-
cust. Cuuraercs, 4To mpeollialaHie MOXKUIIBIX JIUL Cpean
3a0oneBIMX AL-aMUIION030M CBSI3aHO CO CHHIKCHHEM Y
HUX TpoTeocTasmusa (romeoctasa nporeuHoB) [40]. Ckopee
BCETO, 3TO MOXHO OTHECTH K JIFOOBIM «CTapYeCKUM) THUIIaM
aMHJION/103a.

Bropast pacnpocTtpaneHHass popMa CUCTEMHOTO aMHJIO-
U032 C MOPAKEHHUEM CepALa — «IUKHii», cTapyecKuid (wt)
ATTR-amunounos. Ilpu wtATTR neno3utsl cocrodr u3
HopmasbHOro TTP, KoTOpBIi OTKIIaABIBaETCS, TIIABHBIM 00-
pa3om, B CBSI30YHOM aIrapare U cepAle, HO Takke B Iede-
HU, CeJIe3eHKE U PHJIOKPHHHBIX OpTraHax y MalUeHTOB CTap-
e 65 JeT, IPeMMyIECTBEHHO Y MYKYMH (COOTHOIICHHE
My>X4MHBI/KeHIIMHBL 25-50/1) [41]. Jleno3uter WtATTR
HaXOJAT HAa CEKIMU INPUMEPHO y TPETH YMEPIIUX CTaplie
80 net [37]. HecomHeHHO, jaxke B OTCYTCTBHE TSKEJIOTO T0-
pakeHHs cepaua AaHHbIE OTIONKEHHUS MOTYT MOAU(DUIIMPO-
BaTh MCX0J] 3a001eBaHUA (XOTA MOTYT OBITh M «CIIy4aiHOID
HAaXOJIKOM ).

Mymanummnorii ATTR-amunoudo3 — HaCleICTBEHHOE 3a-
OoyieBaHHWE C AyTOCOMHO-JOMHHAHTHBIM C BapuaOenbHOU
MEHETPAHTHOCTHIO THIIOM HACIICIOBAHUS, BBISBIACTCS BO
BCEX BO3pACTHBIX IpyIax, yaile ¢ gedroTom mociue 40 jer.
Bnepsbie maHHbIl BUA amuiounjo3a Obul omucad Corino
Andrade B 1952 r. y BeixonueB u3 CesepHoii [lopryranuu
[42]. Tlo nanasiM kuHuKH UM. E.M. Tapeesa, yactora BhI-
sieneHnst MyTtantHoro (mt) ATTR-amunonmosa cocrasuia
5% cpenu OoybHBIX, u emie 3% ObUTM OECCUMITOMHBIMH
HocuTesiMu MyTtanuu [43]. Bceero k HacrosiieMy Bpeme-
HU u3BecTHO Oonee 120 mytauuii rena TTP, GonpimHCTBO
U3 HUX OPUBOAUT K (POPMUPOBAHUIO MATOJOTMYECKHX Ba-
PHAHTOB TPAHCTHPETHHA, 00JIaJarOIINX aMUJIOUAOTEHHBIM
noreHuuanoM. Koppemsiuus Mexay TeHOTHIIOM U (EeHOTH-
IOM JJIs1 ONIPE/IICHHBIX MyTalliil OYeHb CTPOTasi, TOrIa Kak
JUI APYTHX MOXKET BapbUPOBATh, JaKe BHYTPH OIHOU ce-
Mbu. B OonpmmacTBe citydaeB npu mtATTR oGHapykuBa-
1ot BapuanTel Val30Met, Thr60Ala, Ser77Tyr u Vall22lle.
[opaxarorcs, TaBHBIM 00pa3oM, HEpBHAas CHUCTEMa H
cepaue. [Ipu HekoTOpbIX (OopMax aMHIIOWA B CEpALE OT-
KJIaIbIBA€TCA 0YaroBO MJIM TOJBKO B MPOBOZSIICH CUCTEME.
Mytauus Thr60Ala, npesanupyromas B Anrmu u CLIA,
MOXET XapaKTepU30BaThCs MPEUMYLIECTBEHHBIM IOpaKe-
HUEM cepila W Helponartued B KOMOWHALMU C JIPYTUMH
npusHakamu. [Ipu myrtaumm Val30Met, sBnsomeics ca-
MO pacripocTpaHeHHOM NPUYMHOMN ceMeitHON aMUIOUAHOMN
ATTR-nonuneiponaruu ¢ oyaramu B [lopryranuu, Anonun
u [IBenuu (HO BCTpeuarolieiics 1 B Halllel cTpaHe), cepiie
nopakaetcsi IpuMepHO y 1/4 mauuentos [43, 44]. B nmoxu-
JIOM Bo3pacTe y adpoaMepHKaHLEB U )KUTeNeH KapuOCKOTo
OacceitHa BcTpeuaercss MyTtauus Vall22lle, n knmuHUYecKH
3TOT aMuiIouA03 He oTianuuM oT WtATTR, uTo 3arpynHsier
MIOCTaHOBKY MPaBHJILHOTO AUarsosa [45].

K wuacrneocmeennvim popmam cucmemmvix amunroudo-
306 ¢ nopasicenuem cepoya, nomumo mymanwmuo2o ATTR-
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amunoudosa, OTHOCAT (HPMHCKUN HACIEeICTBEHHBIH aMHIIOH-
103 —AGel (mopaxaercs, B OCHOBHOM, TPOBOJISINAS CCTEMA
cepaua), MyTaHTHbI mtA ApoAl-amuinonnos (c npeumyuie-
CTBEHHBIM BOBJICUCHHEM IOYEK M MEUSHHU, B HYACTH CIy4acB
MOXET MopakaTh cepAie u ropraib) 1 mtAFib-amunonnos
(mopakaeT MOYKHM, HO ACTO3UTHI HAXOAAT B CepALe, apTe-
pusix, cocynax nedenu) [46,47]. JanHsle GOpMBI HE HMEIOT
CYIIECTBEHHOTO KIIMHMYECKOTO 3HAYEHUS B Pa3BUTHH MOPa-
JKEHUS cepAla Py aMUJIOHI03e.

[Ipu anuTENbHOM NPOrPAMMHOM Te€MOAMANIN3E TOBBI-
mraercsl puck pasButusi Af2M-amunoudosa. OObIMHO Jie-
MO3UTHI B COCYAAaX M BUCIEPAIBHBIX OpraHaX MOSBISIOTCS
nocse 10 ser mpoBeneHUs IUanHu3a, UM MPEALIECTBYIOT
OCTE0apTPONAaTHs U TYHHENbHBIE CHHAPOMBI, OT KOTOPBIX
OOJIBIIMHCTBO MALMEHTOB M CTpafaeT NpH AaHHOU (opme
amuionzo3a. Yto Kacaercs cepAla, To B MPOLECC BOBIIEKaA-
IOTCS1, B OCHOBHOM, MEJIKHE U CPeIHIE UHTPAMUOKAPIHallb-
HBIE COCYIIBI, HO TaK)K€ MOTYT OBITh HOPa)XeHbI YHIOKAp/,
CyOdHIOKapIualbHble CIIOM, WHTEePCTULMH, (HUOpPO3HBIE
MEPUBACKYJSIPHBIE BOJIOKHA, aTPUOBEHTPUKYISPHBIA y3ed,
MUTpPAJIBHBIA M A0pTaJIbHBIA KianaHel. Yaie Bcero BoBiie-
YeHUe cepila YMEPEeHHOEe, HO, B HEKOTOPHIX CIIydasx, pas-
BHBAIOTCS MAacCHUBHBIE OTIOKEHHUSA. J[emo3uThl MOTYT OBITH
0oJiee BEIPAKECHBI B IPEACEPANAX IO CPABHEHHIO C HKEITyI0q-
kamu. Kpome Toro, B HEKOTOPBIX CITy4yasx OTIOKEHHS aMH-
JoMJa CBsI3aHbI ¢ Kajbuudukaiueir. Bropoii cepresnoit mpo-
01eMOi MOXKET OBbITh IOPAXKEHUEM KHIIIEUHHKA C PAa3BUTHEM
uiIeMu, uHpapKTa U neppopanun KuieyHuka. Bmecte ¢
TEM, C COBEPILECHCTBOBAaHHEM JHAIN3HBIX TEXHOJIOTHH (IIu-
POKHM BHEAPEHUEM BBICOKOTIOTOYHBIX AUATU3HBIX MEMOPaH)
4acToTa pa3BUTHUS JaHHOH (POPMBI aMUIIONA03a POTPECCUB-
HO CHIDKAETCS: TaK, B HEAABHUX KPYITHBIX MHOTOIIGHTPOBBIX
uccnenoanusix cebiie 1000 Ouoricuii BHUCIEpAIbHBIX Op-
ranoB B Esporie u CHIA otnoxenuit AB2M-amunonsia Bbl-
siBrieHo He ObuI1o [48—53]. HanpoTuB, B HelaBHEM SITIOHCKOM
WCCIIEAOBaHUM OBUIO MOKAa3aHO, YTO aMUJIOH] MO-MIPEKHEMY
OOHapyXHMBAIOT B MHOKap/le, KaJbIMHUPOBAHHBIX KJIarlaHaxX
(X0Ts 3TO MOXKET OBITH M HE CBA3aHO C JUAJM30M) U CyCTa-
Bax [54]. Cumraercs, 4yTO AMANM3HBIA aMHJIOUAO3 CEpALa
pa3BUBAETCS y MAlMEHTOB, KOTOPBIC JJIMTEIBHO MOTYYan
JMajii3 C MCIOJIb30BaHUEM HHU3KOMOTOYHBIX MeMOpaH. [Ipu
9TOM HOBBIE JWAIN3HBIE TEXHOIOTHH CHIDKAIOT, HO HE HOP-
MaJIM3YIOT YPOBEHb f2-MHKPOIIO0YIINHA B CHIBOPOTKE KPO-
BU NALIMEHTOB, YTO COXPAHACT PUCK Pa3BUTHS aMHIIOUI03a,
XOT$, BO3MOXHO, OH OyleT MPerMyIECTBEHHO OTpaHHYEeH
CYCTaBHBIMHU TKaHSIMHM U CBSI30YHBIM armapaTtom [55].

[pu AA-amuroudoze OGenKOM-IPENIICCTBEHHUKOM SIB-
nsieTcst ocTpoda3oBbiii 6enok SAA — CHIBOPOTOYHBIN aMu-
aoun A. K pasBuruio AA-amMuIIon03a MpeapacnoaraoT
MyTanuu reHa SAA, NpuBOASIIUME K aHOMaJIbHOMY CBEp-
ThIBaHHUIO Oelika U oOpa3oBaHuio amuiouaa [56]. Jlanubrit
THUII aMHJIONI03a CYMTAeTCs Hanboliee pacpoCTpaHEeHHBIM
B MHpE BBUAY BBICOKOI BCTPEYAEMOCTH MPUYUHHBIX (PaKTO-
PpOB — 3a001€BaHUI M CHHAPOMOB, MOBBIIIAONINX €ro0 ypo-
BEHb BCIIEICTBHE CUCTEMHOTO BOCIIAJIMTEIBHOTO TpoLecca.
BwMmecTe ¢ TeM, B pa3BUTHIX CTPaHaX 4aCTOTa BCTPEYAEMOCTH
JAHHOTO TUIIa aMUJIOH1032 MaaeT, OCKOIBKY MPOrPEeCcCUB-
HO yJy4lIaeTcs JieueHne NPUYMHHBIX 3a0oneBaHuil. B Ha-

cTOsIIIEE BPeMs C pa3BUTHEM A A-aMHIION03a CTPOTO acco-
IUUpoBaHbl 48 3a005eBaHN, CPeI KOTOPBIX: XPOHUYECKHE
uHpekuun (TyOepKynes, Jempa, OCTEOMHUENHT, OPOHXOIK-
Taspl, renatutbl B/C, kucTo3HBIA (UOPO3, BHyTPHUBEHHAS
HapKOMaHUS U Jp.), XPOHHYECKUE BOCIHANUTENbHBIE 3200-
neBaHus (peBMaTHYEeCKHE — apTPUTHI, CUCTEMHAas KpacHast
BOJIYAHKA, CMEIIAaHHOE 3a00JIeBaHUE COCIMHUTENBHOM TKa-
HU, BACKYJIUTHI, BOCTIAIUTENbHBIEC 3a00JIeBaHUs KUIICUHHKA,
CapKouI03, O)KUPEHHUE), HACTICCTBEHHBIC BOCHIATUTEIbHbIC
CUHIPOMBI, MMMYHOAC(QHLUUTHl M OONE3HH HAKOIUICHHS
DIMKOTeHa, JuM(ornponudepaTuBHble 3a001€BaHUS, pPak
MIOYKH, JIETKHX, ME30TeIMOMa U JIPyTUe OIyXOJu, OONe3Hb
KacrenpmaHa, remaroune/uIroispHas aJeHoMa, a Takke 0e3
YCTaHOBJICHHOM 3THONOTHH [56,57] .

HeoOxonuMo oTMETUTH, YTO MpH AA-aMHIIIOH03€ BO-
BJICYCHHE CEPJlla C KIIMHUYECKH SIBHOW AuchyKiuei — uc-
KIIIOYUTENBHO PEAKas CUTyalus (BCTpEYaeTcsl MPUMEPHO
y 2% mnanueHToB). Bmecte ¢ TeMm, yactota oOHapyKeHHs
JIEIO3UTOB aMHUJIOUA B CEPALE, IO HEKOTOPHIM JaHHBIM,
nocturaet 54% [18, 58]. [Ipu AA-amunonose B maToio-
TMYECKHI TPOLECC MOTYT OBITh BOBIICUSHBI MOYKH, CeJie-
3eHKa, HagnoueuHuky, opransl JKKT, muroBugHas xenesa
U Ipyrue opraisl. B oHOM U3 HccneoBannii Bo3pacT ycra-
HOBJICHUS JAWarfHo3a A A-aMuiIon103a 1ocTurai 87 JeT, 9To
3aCTaBIIsieT BKJIIOYATh €T0 B KpyT AuddepeHnuaasHoro 1ua-
THO32a y MAIMEHTOB CTAPIINX BO3PACTHBIX rpym [59].

Brina Takxke npoJeMOHCTPUPOBaHA POJb OeKa (OTKPBIT
B 2008 romy) mox Ha3BaHWEM JICHKOLMTAPHBIA XeMOTaKCH-
yeckuid paktop 2 (ALECT2) B pazButun AA-aMuIong03a
¢ mopaxenuem nouek [60]. ALect2-amunonio3 Hy>KHO HC-
KJIIOYaTh MPH JOMHHUPYIOLIEM MOPaXXEHUS MMOYEK WM Te-
YEeHHU, 0COOEHHO Y HCIIAHLIEB U eTUNTSIH. B ogHOM M3 nccie-
JIOBaHUH Cpeau 72 MalMeHTOB C 3TUM THUIIOM aMIJIOHI03a
MOJIOBUHA OOJBHBIX ObUIA MOXHJIBIMH, U MaKCHMaJbHBINA
BO3pacT coctaBui 88 et [61].

Kiannuueckue MPOSABJICHUSA

[lopaxkeHne cepaLa NPOSBIAETCS CHMITOMaMHU Cep-
JEYHON HEZOCTATOYHOCTH (OIBIIKOW MpW Harpyske, cia-
0ocThIO, OTeKaMHu, HaOyxaHHEeM ILIEHHBIX BEH, rernarome-
rajgueld, BBIIIOTOM B IUIEBPAJIBHBIX MOJOCTAX, BHIIOTOM B
MOJIOCTH TepHUKapnaa), HapyLICHUSAMH CEpASYHOTO PHUTMA,
CUHKOMAJIBHBIMU COCTOSIHUSMH, MPEKOPAUAIBHBIME 00JIs-
MH B CBSI3H C MOPAXXCHUEM MHUKPOLHMPKYIATOPHOTO pycia,
JIETOYHOW THUIEepTEH3UeH, pexke pa3BUTHEM HH(papKTa MH-
oKapla M3-3a aKKyMYJSIUH aMuiionsa B aprepuonax. [Ipu
AyCKyJbTAllMd MOXKHO OTPENeNIUTh IIyM PerypruTaiuu ye-
pe3 aTpUOBEHTPUKYIISIPHBIC KITallaHbL.

Hapymienust puTMa ¥ mpoOBOAMMOCTHU SIBJISIIOTCS 3HAYH-
MbIM nposiieHneM AKMII. Ilpuuem 3T0 OoTHOCHTCS Kak
K aupdy3HOMY TOpaXKEHUIO CepAla, TaK M K JIOKaJIbHBIM
¢dopmam ammitonioza. Tak, IO JaHHBIM PETPOCHEKTHBHOTO
HCCIIeIOBaHMs ayTorncuiiHoro marepuana 1083 narueHToB
u3 Minneapolis Veterans Affairs Health Care System, cpean
MAIMEHTOB C BBIABICHHBIM JOKAIBHBIM aMHJIOUI030M Cep/-
ua (3% B nanHO# momyauum) 48,5% uMenu GUOPUIIIALNIO
npeacepauii (PI1) B cpaBuennu ¢ 14,3% 6e3 amunongosa
[62]. Hannuue aMIIONAHBIX JETO3UTOB, TIO-BUTUMOMY, MO-
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KET YaCTUYHO OOBACHHUTH TOT (PaKT, YTO Y MOKHIIBIX MallH-
€HTOB XYK€ YIaeTCsl IOAJEPKUBATh CHHYCOBBIH PUTM ITOCIIE
KapJHOBEpCHH WM KaTeTepHOH abmauuu, a Taike Ooiee
BBICOKYIO JIETAJIbHOCTb JaHHBIX Ipo1ieayp [63—66]. ITpu us-
Y4EHHH ONEPallMOHHOTO MaTepHaja MalueHTOB, ONEePHUpPO-
BaHHBIX MO MOBOAY CEHWJIBHOTO KaJbIIMHO3a a0pPTaJIbHOTO
KJianaHa ¢ (pOpMUPOBAHUEM TSDKEJIOTO KIIalaHHOTO CTEHO34,
y 6 u3 146 nanuentoB Obut BoisiBiieH WtATTR-amunonios,
HE 3aro/l03pEHHBIN 10 onepaluyu. B yHuUBapuaHTHOM aHa-
JM3€ 3TH NalWeHThl UMeNH HauBbicunid puck cmeptu (OP
9,5 [95% U, 2,5-35,8]; p=0,001). Ilpeanonaratot, 410 B
9TOM Cllyyae HAKOIUIGHHE aMMJIOHIAa MOXET NPHBECTH K
MIePEOLICHKE CTEIICHN THNEPTPOPHH 1 HAPYIICHHS (QYHKIHH
JIK, 4To mpuHMMAIOT 3a TSXKENbIH aopTajibHbBIN CTEHO3 (C
HU3KUM NOTOKOM M HM3KHM rpagueHToM). IlocneactBusmu
THIIOJJMaTHOCTUKU SIBIISIIOTCS HENpaBHJIbHAs HHTEpIpeTa-
LS TSHKECTH MOPOKa M MOIM(HUKALIUS HCX0a 3a00IeBaHHs
(TTOCKONBKY U aMUIJIOM03a XapakTepeH Oonee TsKEeNbId
(eHOTHUTI C CePACYHON HENOCTaTOUHOCTBIO U APUTMHUSAMHE, U
BO3MOKHBIM BOBJICYEHHEM B IIPOLIECC APYTUX OPTaHOB U CH-
crem) [67]. [To-BuIuMOMY, TaKko#t e BBIBOJ MOXKHO CJIENIATh
B OTHOIICHHH COYETaHWs aMHJIOUI03a C APYTHMMH YacTo
BCTPEUAIOIIUMHUCS, 0COOEHHO y TIOKUIIBIX MAIIMEHTOB, 3200-
JIeBaHUSMH cepAua (apTepuaibHON THIEepTeH3HEeH, HIIeMu-
4yeckoi 00NEe3HBIO cepala).

[pu TsKET0H PECTPUKLNHU CUTYaLIUIO yCyTyOunseT oopa-
30BaHHE TPOMOOB B JMIIaTHPOBAHHBIX MPEACEPIUIX. 3aKO-
HOMEPHBIM IPEICTABISAETCS U JOCTATOYHO BHICOKAS 4aCTOTA
BHe3anHoM cepaeyHoi cMeptu mpu AKMII — ot 15 10 23%,
MPUYMHAMH KOTOPOH CIIy’KaT JaJeKo 3alle/as aTpHOBEH-
TPUKYJSpHAast OJI0KaJga U PeUUANBUPYIOLINE KETYI0YKOBbIE
ApPUTMHH, HE MOAJAIOIINECS MEKTPUISCKOW KapJHOBEPCHH
W 3aKaHYMBAIOIIUECS Pa3BUTUEM (UOPHIIISLMU JKETyn0d-
KOB. BO3HMKHOBEHHE CHHKOMAIBHBIX COCTOSHHUN MpH (H-
3MYECKON HarpysKe CBSI3aHO C HEBO3MO)KHOCTHIO YBEIHUeE-
HUSl CePJCYHOr0 BBIOpOCa U3 PUTHUAHOTO JIEBOTO JKEIYI0UKa
[68—70]. Eme onHUM 3HAYUMBIM MPOSIBICHUEM CHCTEMHOTO
aMHIJION103a SBISIOTCS OPTOCTATUYECKHE KOJUIIANCH B paM-
KaX aBTOHOMHOW aMUJIOUTHOW HEUPOTaTHH.

Knaccuduxanus amunongosa cepaua (BO3) sxirouaer
4 cranum (tabmn. 2) [71].

[TocTaBUTh paHHIOK CTAAUIO KapAHaIbHOTO aMUJIOUIO-
3a TpyaHo. Knaccuueckue cuMOTOMBI PaBOXKETYI0UKOBOM
CH nosBnsitoTCsL TONBKO B IPOABHHYTOW CTaauH 3a00ieBa-
HUS U MOTYT OBITh 3aMacKHPOBaHbI MPHEMOM JHYPETHKOB
[71]. Ilpuuunoii neranpHoro ucxona npu AKMII sBusercs

Tabnumna 2
Knaccughukauyusn amunouonoii kapouomuonamuu (BO3) [71]
Crazus XapakTepycTHKa CTali1
AKMIT paKTep
1 OTcyTcTBHE XKal00 ¥ MPU3HAKOB aMUJION 1032 TIPH OUOTICHU
WITH HEMHBA3UBHOM 00CIICJOBAHHI
1I OrtcyterBue xano6d npu Hammanun AKMIT, moxrBepxaeHHON
C IOMOMIBIO OMOIICUM MIIM HEMHBA3UBHBIX METOZIOB
obcienoBaHust
1T Hanuune cuMnToMOB, KOMIIEHCUPOBAaHHOE
nopakeHHe cepua
v JlexoMIIeHCHpOBaHHOE ITOpaXKEHUE Cepra

Reviews

MOJMOpraHHast JUCQYHKUIUS U YCTOHYMBBIE JKU3HEYTPOXKa-
roue aputmuu [72]. IIpu AL-amunonnose Ha 3¢dekTus-
HOCTb Tepaluy U IPOTHO3 BIMAET HIMMYHOAC(PULIUT BCIe -
CTBHEC HapyLICHHS CHHTE3a HOPMAJIbHBIX UMMYHOTIOOYH-
HOB (MMMyHomape3) [73, 74].

Knuanveckass kapTHHa CHUCTEMHBIX ()OPM aMHIIOHIO-
3a, HECOMHEHHO, OTIIMYaeTCSd OT JIOKAJBbHOTO MOpPaKEHHS
cepaua. [lopaxxeHne Opyrux OpraHOB W CHUCTEM SIBISETCS
OIIpeIeTICHHBIM MOJCTIOPhEM B JUATHOCTHKE. BMecTe ¢ TeM,
BCJIC/ICTBHE 3HAYMMOTO MMOPAKEHUS aMUIIOUI030M KaKo-
ro-imbo JIPyroro opraHa, COMyTCTBYIOIIUX 3a00JEeBaHUH,
4acTO CONPOBOXIAIOIIMX CTapeHHe, TUarHo3 aMUIIOH03a
MOXeT OBITh IOCTaBIIeH He cpa3y. Kpome Toro, mpu OkoH-
YaTelbHON BepU(PHUKALUK JUAarHO3a ClIeNyeT IPUHUMATE BO
BHUMaHHE TOT ()aKT, YTO B IIOKUIIOM BO3PACTE PACTET BEPO-
SITHOCTH COYETaHMA IBYX THIIOB aMHJIOU1034, a TAKXKE T1a3-
MaKJIETOYHOU AMCKpasuu Oe3 pazButus AL-amminonnosa c
IOpyruMm ero TanoM (Hampumep, ATTR).

AL-amunoudos He TONBKO camas paclpoCTpaHeHHas1, HO
U caMas TsDKenas U3 CHCTeMHBIX (opMm ammiounnosa. [lo-
MHUMO 3HaYMMOTO M PACIPOCTPAHEHHOTO MPOTrPECCHPYIO-
LIETO MOPaKEHUs CepLa, OOJNBIIMHCTBO MAIIUEHTOB HMEIOT
KIMHAYECKH 3HaUUMO€E TIOpaKeHHE MOYEK C Pa3BUTHEM I10-
yeyHout auchyukiuu (50-74%), nonasnsioiiee OOJIBIINH-
cTBO — nporeuHypuro (oxosno 90%) [75]. [lorepst ¢ mouoit
HaTypaJlbHBIX aHTHKOAryJSHTOB, Hampumep, mnporeuHa C,
HMMEIOIIEr0 KOPOTKOE BpeMsl TONIYKH3HH, PUBOIUT K pas-
BUTHIO BEHO3HBIX TPOMOO30B, a CIIeI0BATEIBHO, TPOMOOIM-
00JINYECKUX OCIIOKHEHHH.

Eme ogHo# 3HauMMOM HaXOJKOM, MO3BOJISIOIICH 3aro-
JO3pUTH CUCTEMHBII aMHUIIONI03, SIBIISIETCS IEpUOPOUTAIIB-
Has myprypa («miaza eHOTa»), a TakKe reMOpparHyecKue
Oy/Ibl M 9KXUMO3Bl. DTH (DEHOMEHBI CBSI3aHBI C OTIOXKE-
HUEM aMWJIOHIA B KOXE M MPUOOPETEHHOH KOaryiaomaTHH
BCJIC/ICTBHE HAPYLIEHHOTO CHHTE3a (JaKTOPOB CBEPTHIBAHMUS
(mopakeHue neueHn) U axcopOumu OEIKoB, yalie Bcero X
(axTopa, V unu pakropa ¢pon Bumnebpanga [76]. Otnoxe-
HUE aMHJIOW/Ia B MBILICYHOW TKaHU MPHBOAUT K Pa3BUTHIO
MICEBIOTUNEPTPOPHH U MHONATHH, UMHTHPYIOLICH OpyTHe
3a0oneBanus [77].

HeBponoruueckue nposiBIeHus pa3BUBAIOTCA MPUMEPHO
y % 4vacTu OONBHBIX. XapaKTepHO Pa3BUTHE TYyHHEJbHBIX
CHHIPOMOB M aBTOHOMHOW Hepomnaruu (Yaiie BCero, B BH-
JI€ OPTOCTAaTUYECKOIN THIIOTEH3HH, HO TaK)Ke HEHPOTreHHOTO
MOYEBOTO My3bIps, CEKCyallbHOM MUCHYHKLUUH, AUAped u/
wiu 3anopoB) [3]. Tlagenus u mepenomsl mpeapacmosara-
0T K TOSIBJICHUIO TIPOJIEKHEN U MOBBIILAIOT PUCK BEHO3HBIX
TPOMOO30B.

IMopaxenne JXKT taxxke pacnpoctpaneHo npu AL-
ammwiIonsiose. B perpocrnexktuBHOM aHanu3e 583 manueHToB
C CHCTEeMHBIM aMHJIOHI030M PUMEPHO Yy 16% ObLIM BBIAB-
JIEHBI KEITyAOYHO-KHIIeYHble cuMNTOMBI: 50% mManueHToB
HWMEeNU TOLIHOTY, PBOTY, OOJIM B KMBOTE, y OOJNBLIMHCTBA
(82%) 6b11 AL — amunonno3. Kiaccuyueckuii mpusHak — Ma-
Kporioccus — ObL BhisiBIIeH Y 15% nanuenToB. Eme onHum
CHMIITOMOM SIBJISIETCSL MallbaOCOPOIHMS BCIGACTBUE TUAPEH,
JUcKoM(OpPT B KUBOTE M MoTepst Beca. YacTo BcTpedaeTcs
nopaxkenue mnedeHu (27%) ¢ ee yBelIWYEHUEM, XapakKTep-
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HBIM SIBJISIETCS TIOBBILIEHHE YPOBHS IIET0UHON (ocdarassl
(I1D) [78]. IopaxkeHue cene3eHKH MOXKET ObITh IPUIUHOM
IUTOIECHUH.

AMuUon; MOXeT MHQUIBTPUPOBATh MPAKTUYECKH JIIO-
Oyl0 DHIOKPHHHYIO JKelle3y, XOTs MpsiMas SHIOKpUHHAsS
JucyHKIus, CBA3aHHAs C aMWJIOMJO030M, OTHOCHTENIBHO
penxa [79].

CyuiecTByeT TaKxe J10KaibHas opma AL-amunoudosa,
IIpU KOTOPOH AENO3UTHl 0OHAPYKHMBAIOT B KOXKE, TOPTaHHU,
KHIIEYHUKE, MOUYEBOM IMy3bIpe, opOute. OHa mpoTeKaer
JOOpOKAaUYeCTBEHHO M HE MEPEXOANUT B CUCTEMHYIO, B CBSI3H
C YeM He OKa3bIBaeT 0COOOro BIMSHHA Ha MPONOKUTEIb-
HOCTh JXKM3HH MAaIIEHTOB, XOTS MOPaXXCHHUE KOHKPETHOTO
OpraHa MOXeT ObITh JIOCTATOYHO TSDKENBIM. Y OOJIbIIeH Ya-
CTH TMAIMEHTOB HAONONaeTcs MOJMKIOHAIBHAS CEeKpeuus
JIETKHX IIeTIeH, C YeM U CBS3BIBAIOT OoJiee 100pOKaYeCTBEH-
Hoe TeueHue 3aboneBanus [80].

[pu wtATTR-amuroudose, Kpome cepaua, THUITHYHOTO
caiiTa OTJIOKEHHsSI aMHJIOWZAA, TOPaKalOTCs apTepUOIbl, U
JIETIO3UTHl MOTYT OTKJIAJbIBAaThCSl BO MHOTHX opraHax [3].
Bo3MoxHO pa3BHUTHE aMHIIOM03a JETKUX (MEJIKHE Y3IIbl B
AJbBEOJISIPHBIX COCYAAX), aMUIONIHOTO TOPAKEHUS MO3TO-
BOTO cJIosl o4eK. TeM He MeHee, B KIMHUYECKONW KapTHHE
wtATTR Hauboee 3HAUUMBIM SBIISIETCS IOPAKEHHUE CepALa
W/WIIM CHHZPOM KapraibHOTO KaHana [81-83].

pu mtATTR-amunoudose nopaxarTcs JJIMHHbIE HEPB-
HBIE BOJIOKHA (ITATOTHOMOHWYHBIN MPU3HAK), CepALe U 000-
JIOYKK MOo3ra (JIeNTOMEHHMHIHT). B HawanbpHOU (asze Helpo-
MaTusl TOHKUX HEPBHBIX BOJIOKOH NMPHBOIUT K TOSBICHHIO
Oonn, TapecTe3ui, aJUIOOVHUH, TUIEPalTre3uH, IU3ecTe-
3UM U HapyIIEHHOM TeMIlepaTypHOW 4yBCTBUTEIbHOCTH. B
MO3IHUX CTaAUSAX HEWPOMATHs TOJICTHIX HEPBHBIX BOJIOKOH
MPUBOJHUT K MOTepe BHOPALMOHHON YYBCTBHTEIBHOCTH H
MIPOTNPUOLIETIINY, B KOHEYHOM CIly4ae, MPUBOISIIINX K 3a-
TPYAHEHHUSIM TPU X0[p0€e M3-3a IPOrPECCHPYIOIIEH MOTOP-
Hoit cnaboctu [84]. Tlockonbky TTP cunTe3upyercst Bop-
CHHYATBIM CIUIETEHHWEM, OH OTKJIQABIBAeTCs B IiepeOpaib-
HBIX M Cy0apaxHOUJAIBHBIX COCYIax, MayTHHHON M MSATKOH
MO3TOBBIX 00OJIOYKaxX T'OJIOBHOTO MO3ra (JIESNTOMEHHHIHT),
o0bryHO TpH Hammuuu MyTtauuid Aspl8Gly, Ala25Thru
Tyr114Cys[85]. CuMIITOMBI BKJIIOYAtOT TPAaH3UTOPHBICE HIlIE-
MHUYECKHE aTaK, WHCYJBTHI, Cy0apaxHOUAaIbHOE KPOBOM3-
JUSHUE, TUAPOLe (a0, aTAKCUIO, CIIACTHYESCKUN Mapainy,
cynoporu u aemenIiuio. [lpu mtATTR Takxe BO3SMOXHO BO-
BJICUEHHE IV1a3, [IOYEK U M30JIUPOBAHHOE MMOPAKEHUE HKEITy-
JIOYHO-KHUIIIEYHOTO TpakTa [86].

I[narnocnma aMUJIOMTHOM KapaIuOMHUOIIaTHH

Huaranoctuka AKMII ocHoBaHa, ipek/e BCero, Ha KId-
HUYECKON HAacTOPOXKEHHOCTH Bpaya. ClleAyeT y4MThIBATb,
yto cymectBeHHas yactb AKMII pa3BuBaercs UMEHHO B
MOKUJIOM BO3PACTE, U ITO KACAETCS KaK CUCTEMHBIX, TaK U
JIOKaNBHBIX (HOPM aMHIIONA03a.

[TewansHo, yro moutn y 40% nanueHToB qUarHo3 ycra-
HaBJIMBAIOT yepe3 1 ro u Oosiee mocie Hadana 00Ie3Hu, 4To
CBSI3aHO KaK C HEJAOCTAaTOYHOW OCBEJIOMIIEHHOCTBIO, TaK U
C HEIOCTAaTOYHOH JOCTYMHOCTHIO YacTH METOJOB 00cie-
nmoBanus [87]. Jaxe mpu Hamu4IuMM MOHOKJIOHAJIBHOM TaM-

Marnatuu HescHoro reneza (MI'HI') — cocrosiHus, KoTopoe
MPEIIECTBYEeT Kak cUMITOMHOMY AL-amunionmosy, Tak
U MHOXXeCTBeHHOH muenome (MM), nuarHo3 MoxeT ObITh
YCTaHOBJICH ganieko He cpaszy [88]. [loaTomy y mamueHTOB
¢ MI'HT" cnenyer nmepuonuveck OLIEHUBATh COOTHOILICHHE
«/A ueneit, NT-proBNP u ansOymunypuro [89].

«30JI0TBIM CTaHAAPTOM» ITUATHOCTHKH aMHUJIOHI03a TO-
npexkHeMy ocTaeTcsi Mmopdonorudeckas Bepuduxanus. Ona
JKe ONpeeNseT IeueOHY 0 TAKTUKY U ITPOTHO3 3a00JIeBaHus.

Knunnueckas kapruna AKMII siBnsiercst onpeneieHHbIM
MOACTIOPHEM B TUATHOCTHKE CUCTEMHBIX (DOpM aMHIION 1034,
TaKXe KaK ¥ CHCTEMHOCTb MO3BOJISIET MPEATIONOKUTh HaJIU-
YHe TOpaXeHHs cepaua.

3arnon03puTh CUCTEMHBIN aMHUJION 03 MOXKHO B CITydae:
¢ YTOJIICHUS CTeHKH JeBoro xenynouka (JXK) mpu uc-

CJICZIOBAHUY C TIOMOIBIO BU3yaIH3allMOHHBIX METOIOB B

COYETaHHU C HOPMAaJIbHBIM WJIM HU3KUM BOJIBTXKEM Ha

OKI' B 0TBEICHUAX OT KOHCUHOCTCH;
¢ coueranus cepaeunoil Hegoctarounocty (CH) u Hedpo-

TUYECKOTO CHHIPOMA;
¢ mnepudepryeckoid © aBTOHOMHON HEMPONaTUH y MallUeH-

TOB 0e3 caxapHoro nuabera U Opyrux (pakTopoB pUCKa

Pa3BUTHUS MOTUHEHPOIIATHH;
¢ HOpMalu3allMd paHee IMOBBIILIEHHOTO apTePUaNIbHOTO

JIaBIICHUS 1/MJIHM KOJIJIarica HesICHOTO TeHe3a;
¢ YBEJIIMYEHHs NEYCHU NPH €€ HOPMAIBbHOU CTPYKTYpE,

BO3MOXKHO, C HM30JIMPOBAHHBIM IOBBIIICHHEM YPOBHS

mienouHoi gocdarassl (LLID);

anpOymunypuu win CH y narmmenToB ¢ MITHI™ nnn MM;

HAJIMYMU TMPU3HAKOB OTJIOKEHHS aMWJIOMJAa B JIPYyTHX

OopraHax M TKaHSAX (MaKpOIIOCCHs, IMypIypa, CHHIPOM

KaphajbHOTO KaHalla, epeMexaronascs XpoMoTa MpH

JKEeBaHUH, MATKOTKaHHBIE JICTIO3UTHI).

OLEHUTh MHOKapAHATbHOE MOBPEXKICHHE MOXHO II0
COAEPKaHMIO CIelM(PUIECKUX MapKepOB — MO3TOBOTO Ha-
Tpuilypernueckoro mnentuga (BNP), ero N-xoHunesoro
¢parmenta (NT-proBNP) u cepneunsix TpononuHoB [ u T
(0cO0EHHO, BBICOKO YYBCTBHTEIFHOTO TPONOHHMHA T), co
100% nuarHocTuueckoi 4yBCTBUTENbHOCTHIO pu AKMII
[71,90,91]. 3mepenue ypoBHS JaHHBIX MapKEpOB JICKHUT B
OCHOBE CHUCTeMBI cTaaupoBaHus Al-amuiionnosza, mpemio-
skeHHOM B 2004 1. rpynmoit Meiio, KoTopast HCHIONB3YETCsl A
OLICHKH 3(p(PEKTHBHOCTH JICYCHHS W CTPAaTU(HUKAIMK PUCKA
B KJIIMHUYECKUX HCCIEHOBaHHUAX. PeBU3MpOBaHHAs cucTtema
(2012 r) BKIIFOYaET U3MEPEHHE Pa3HULIBI MEXIY KOJTUYECTBOM
«BOBJICYCHHBIX» (TO €CTh, CEKPETUPYEMBIX TaTOJIOTUUECKIM
KJIOHOM) U «HEBOBJICYEHHBIX» (TO €CTh, APYTOT0 TUIIA JIETKOU
nenu) cBoOoaHbIX Jierkumu tensmu (AFLC> 180 mr/m), NT-
proBNP (>1800 ur/n) u tporonuna T (>0,025 ur/mi). Bei-
JEJSIIOT 4 cTaliuu: C HOPMAJIbHBIMU YPOBHSIMU MapKepoB, a
TaKOKe C OIHHUM, ABYMSI WM TPEeMs MapKepaMH CBBIILIE JHa-
THOCTHUYECKOTO TIOPOra, ¢ MeIUaHoi BebkuBaeMoctu 94, 40,
14 u 6 mecseB, coorBeTcTBeHHO [92]. Heobxommumo, oqHako,
yuuThIBaTh TOT QakT, 4T0 NT-proBNP MoxeT ObITh HOBBIIICH
U TP IPYTHX CUTYalHAX, YacTO BCTPEUYAIOLIMXCSH Y MOXKH-
nb1x, Hanpumep, OI1, xponuueckoir Gone3Hu mouek. B mo-
ClIeTHEM MOXKHO HCIIOJNIb30BaTh ypoBeHb BNP (Hecmotps Ha
€ro MEHBIIYIO UyBCTBUTEIBHOCTH) [93].
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Puc. 1. IlceBnonndapkrusie n3menenus Ha IKI' y mauuenra 71 ger
¢ AKMIT.

Dnexmpokapouozpagpuueckue  npusHAKU  HECIICI-
UOUYHBL: 3TO HApYLIEHUS PUTMAa M MPOBOJUMOCTH, CBH-
JIETENBCTBYIOLINE O IOPaKEHUH IPOBOMASALIEH CHCTEMBI,
«TceBIOoUH(papKTHBIC» U3MEHEHUS, TaK1e Kak 3yOus! O, He-
JIOCTATOYHOE HapacTaHue 3yOua R B TPyAHBIX OTBEACHHSX,
CBSI3aHHBIC C MACCHBHBIM OTJIOXKEHUEM amumionna (puc. 1).
WctunHblil nHpapKT MHOKapIa pa3BuBaercs 10 6% cpeau
nanuenToB ¢ AL-amunonnozom [94]. Hactora peructpanuu
HuzkoBonbTaxxHoM OKI' npu AKMII BapsupyeT B IUPOKUX
npenenax, coctasisist 30-85% [95-97].

Ilpu axoxapouozpagpuueckom uccneoosanuu (IxoKI')
MpU3HAKaMH aMUJION 1032 OyJIeT KOHLIEHTPHUECKOE yTOJIIE-
Hue muokapaa JOK (peako — acuMMeTpuUdHOE yTOJIIEHHE
MXII) ¢ pa3sutueMm JIJI npu HeOOJBIIOM pa3Mepe MOJo-
cti. CBsI3aHO 3TO C TeM, YTO JCTO3UTHI aMHUIONa OOnblIe
Bcero otknaapiBatoTesa B creHke JOK u MIXKII, Ho Takke u
B IpaBoM >keiynouke. COOTHOIIEHNE MHUKOB B PaHHIO U
MO3JHIOKO (ha3bl JUACTOIUYECKOTO HAIIOMHEHHS 3HAYNTEIIb-
HO TIOBBILIEHO (pecTpUKTUBHBIN Tum): E/A>1,5, ykopauu-
BaeTCsl BPEMs 3aMEUICHUS KPOBOTOKA B MEPUO] PAHHETO
HaronHenus: JOK(DT)<120 mc, a Takke BpeMsi H30BOJIO-
MeTpuueckoro pacciabnenus JOK (puc. 2). 3HaunmMo cHU-
’KaeTCsl COOTHOIIEHNE CUCTOIMYECKOTO M TUACTOINYECKOTO
BEHO3HBIX TIOTOKOB B YCTBAX JIETOYHBIX BEH U PACTET CKO-
pocThb peBepcuBHOTO TToTOKa B JITI.

bonee touno mo3BomseTr oueHuth [/l mccienoBanme
JIBIKEHHS] O0KOBOW 4acTH (UOPO3HOTO KOJIbIIa MUTPAJb-
Horo knanaHa (OK MK) uepes anukaibHBIA 1OCTYN IpH
MPOBEACHUU TKaHEBOT'O JOMIIJIEPOBCKOTO MCCIIETOBAHHUS:
JUISl pECTPUKTUBHOTO THIIA XapaKTePHO CHUKEHHE CKOPO-
ctu apuxeHuss ®K MK B panHIo0 quactony U BO BpeMst
CHCTOJIBI MpEJCepAni, Mpu 3TOM cooTHomeHue E/e’>15
3a CYET CHMIKEHHs HE3aBUCSILEW OT IpelHarpy3kHu CKo-
poctu panHero nuactonudeckoro asmkeHus K MK e'.
BmioTs 10 OTHOTO OTCYTCTBUS YMEHBIIAOTCS TPAHCMH-
TpajbHas MpelncepAHas BoIHA A M CKOPOCTb ABHIKEHHUSA
®K MK B cucrony npeacepauit a’ [98,99]. Hapymenue
COKpPaTHUMOCTH NpeAcepans MOoATBepXkaaeT (EeHOMEH
CIIOHTAHHOI'O 3XOKOHTPAacCTUPOBAHUS U CHUXKEHUE CKOPO-
CTH KPOBOTOKa B YLIKe JieBOro npenacepaus <40 cm/cek. B

Reviews

9TOM CJy4yae pe3KO BO3pacTaeT PUCK 3MOOINYECKHX OC-
noxHeHuit [100].

Hu ogun u3 otnensHo B3saThIX DKI- mnn OxoKI-npu-
3HAKOB HE SBJISIETCS MaTOTHOMOHUYHBIM JUIsl aMHJIOU1034,
OJTHAKO, aHOMAJIbHOE COOTHOLICHHE BOJBTaX/Macca [KOM-
ounanus DKI -npusnakos (BoasTax QRS B oTBeseHusX OT

Puc 2. Dxokxapanorpamma 6ompHOTO AL-amMHIIonI030Mm,
BIpakeHHas riceBroruneprpodus JIK.

A — geThIpexKaMepHast IIO3MLMS OT BEPXYILIKU, b — KOPOTKast 0Ch
cep/illa Ha YpOBHE MaIMIIAPHBIX MBIIIL B IIapacTepHaIbHOH 103U~
IUH, B — UIMITYJILCHBIN TPAaHCMHTPABHEIH JOIMIUIEp C PECTPUKTHB-

HBIM THIIOM AUACTOINYECKOH TUCHYHKIMH.
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koHeuHocTei <0,5 MB, B rpynsbix orBenenusax <1,0 mMB)
¢ yronmenuem creHok JDK>12 mm mpu OxoKI'] ume-
€T, 110 HEKOTOPHIM JaHHBIM, YyBCTBUTENBHOCTb — 75% u
cnenupuIHoCcTh — 67% B quarHoctuke amuinono3a [101]
(puc. 3). [losToMy panble, TP HEBO3MOXXHOCTH BBIIIOJ-
HeHHUs OMOINCHMU MHOKapAa, HO HAJIWYMH TOATBEPIKIEH-
HOTO aMWJIOM/I03a APYroro opraHa, ObUIO pEeKOMEHI0Ba-
Ho auarHocTtupoBaTh AKMII nmpu Hamu4uu: yTONMIIEHUS
crenku muokapaa (MXKII+3CJIDK/2 (rne MXKII — tonmuna
MexoKeTynoukoBoit neperopoaku, 3CJIK — 3aquss cTeHka
JIEBOTO XKelyaouka) 6ojee 12 MM B TUACTONY B OTCYTCTBHE
OpYyTUX TPUYUH JUIA THNEPTPOGHUU H/UIM TOBBILICHHUS
ypoBHS NT-proBNP Brime 332 ur/n (cornacao MexayHa-
POIHBIM COTJIACHTENBHBIM KPUTEPHSIM OPTraHHBIX TTOBPEK-
JeHuid mpu cucteMHoM amuinonnose (2010 1) [102]. Bme-
CTe C TEM y YacTH MalUeHTOB YTOILICHHUS CTEHKH CepAla
HET, MO3TOMY 3TH KPUTEPUH MOXKHO CUUTATH TOJIBKO OpH-
€HTHPOBOYHBIMHU.

Xopormieil TMarHoCTUYECKOW TOYHOCTHIO B TUATHOCTH-
ke AKMII yxxe Ha paHHUX CcTaausx 00JaNaeT CHudiceHue
enobanvHol npodoavHou Oegopmayuu JDK. Xapaxtep-
HBIM SIBIISIETCS OTHOCHTEIbHASA COXPAHHOCTH JBIIKCHHS
BEPXYLIKH CepAlla B CPABHEHHUHU C 0a3albHBIMH OTAEIaMH
(6a3anpHO-aNMKAIBHBINA TPAJAUEHT MOBPEKACHHUS), CO CHH-
KEHHEM CKOpocTH aedopmaruu 0Oa3albHBIX CErMEHTOB
muokapnaa JIK Bo Bcex mnockoctsix [103, 104]. ([lanubie
WU3MEHEHHsI COKPATHMOCTH XOPOLIO BHJHBI Ha TOJIAPHBIX
nuarpammax JOK, rie anukanbHble YYaCTKU PACIION0XKEHbI
B IICHTpE, a 0a3alibHbIe — M0 Nepudepun: NPy aMUIOUIO0-
3¢ anMKaJbHbIC YYaCTKU C HOPMAaJbHBIMH [OKa3aTeIsIMH
CUCTONIMYECKOH aedopManuu, OKpalleHHbIE B KpaCHBIN
1BeT, (POPMHUPYIOT MPHU3HAK, Ha3BaHHBIA «cherry-on-top»
(To ecTh «BHIIEHKa Ha TopTe») [105]). dns Gonee TouHOU
OLICHKH 0a3aJbHO-aMUKAIBHOTO TPaJUeHTa HCIIOIb3yeTCs
nokazarenb RELAPS — «relative apical sparing» uin «ot-
HOCHUTeNbHas mpononbHas aedopmauuns (I1J]) Bepxymku
CepAla», OTPAXKAIOIIUN JTYYIIyI0 COKPaTUMOCTh BEPXyII-
KM cep/lia M0 OTHOIIEHHIO K ocTalbHbIM cermeHTaMm JIDK
[103]. RELAPS = cpennee 3nauenue I1]] Bepxymku cepa-
ua/ (cpennee 3Hauenue [1/] 6a3anpHBIX OTAETOB + CpegHee

Puc. 3. Dnekrpokapauorpamma nanuentku 80 et ¢ AKMIT.
Huzkwuit Bonbrask QRS B 0TBEICHUAX OT KOHEUHOCTEH U TPYIHBIX
OTBeAICHMSX, ToJIIuHa cTeHku JIDK — 1,6 cm.

snadenue [1/] MequanbHbIX OT/IETI0B). bbLIO MOKa3aHO, YTO
npu ammionnose cepaua RELAPS>1 cek (c uyBcTBHTENb-
HOCTBIO 93% u cieunpuunocThIO 82%) [106].

Ornomenune @B JIXK k riiobanehoit I1]] siBsiercst Hau-
Oonee 3HaUMMBIM TapameTpoM misi AuddepeHUnPOBKH
AKMII or I'KMII u runepronmueckoro cepaua. B on-
HOM W3 HEJaBHUX HCCIEIOBAHUM NAHHBIA KPUTEPHU s
nanueHToB ¢ AKMII cocraBun 5,5+1,5 mpotus 3,7+0,5
npu 'KMII u 3,240,4 npu rUnepToHHYECKOM CcepAlle,
2<0,00005. Taxxe 3HaYMMBIM A MpOBeAeHUs nudde-
peHIMaNbHOrO JuarHo3a Obl1 W mokazarenb RELAPS
(0,97+0,3 mpu AKMII, 0,77+0,19 npu 'KMII u 0,66+0,09
npu runeproHuyeckoM cepaue, p<0,0005)[107]. Tem ne
MeHee, JaHHBI METOJ He Mo3BoiisieT nuddepeHuupoBarb
TUIIBI aMHJION]1032 CepALLa.

BpIcOKO# 4yBCTBUTEIBHOCTBIO B TUATHOCTUKE aMHJIOH-
J03a, 0co0eHHO AL, umMeeT oTcpodeHHoe (uepes3 5-7 MUHYT)
cy0sHI0KapAnaIbHOE (B yBEJIMUYEHHOM B 00beMe 3a cyer
aMWJION]Ia MEXKKJIETOYHOM MPOCTPAHCTBE), pexke — TpaHC-
MypanbHOe, HakoruieHue ragoiuaus (0,1-0,2 mMmonb/Kr
Mmaccel Tena) Ha MPT cepaua [105, 109, 110]. IIpu AL-
amMuiion1o3e Obl1a TMPOJEMOHCTPUPOBAHA BBICOKAs YYB-
ctBUTenbHOCTH(80—-100%) MeTona ¢ oTpHLIaTebHON MPo-
THOCTHYECKO# 3HaUMMOCThI0 85-100%, crenupuaHOCThIO
80-94% u MONOXUTETBHOW MPOrHOCTHYECKON 3HAYMMO-
cteio 81-92% [111]. MPT cepama mo3BodsieT BBIABUTH
paHHME CTAaIUU MOPAXEHUsS CepAlla U MOPAXKECHHUE CepAla
B OTCYTCTBHE yToJlIeHUs cTeHOK. Bmecte ¢ tem, MPT ne
MO3BOJISIET HAZEKHO MPOBecTH Au(depeHInanbHbIA ua-
THO3 KaK MEXJy BapHaHTaMU aMWIIOMI03a, TaK U C Apy-
TMMH WHOWIBTPATHBHBIME O0OJe3HAMH MuoKapaa. [Ipu-
MeHeHne MPT orpaHndeHo HajdHMuMeM HUMIIIAHTHPYEMbBIX
BHYTPUCEPACYHBIX YCTPOMCTB M MPOABHHYTHIX CTaAHN
xpoHuueckoi 0one3nu noyek. [Tpu 'KMII ragonuuuii Ha-
KaIuIMBaeTcs B yyacTkax Gpubpo3a, 4To MPUBOIUT K OYaro-
BOMY WK AU (Py3HO-04aroBOMy pacrpeeeHnI0 KOHTpa-
cra. HoBeie meroquku MPT Ge3 xontrpactupoBanus: T1,
T2-xaptupoBanue (c 0ojee 3HAUNMBIM HAKOIJICHHEM MPH
AL-amunouno3e B cpaBuenun ¢ ATTR-amunoungozom),
ompeneineHue (pakuuu BHekineToyHoro odvema (ECV-
KapTUPOBaHHUE) MOTEHIHAIBHO MO3BOJSIOT OLEHUTh AU (-
(by3HBI MHTpaMHOKapIUAIbHBIA OTeK, GUOPO3, HaIHMUne
aMWIONIa, a TaKXkKe Meperpy3Ky >Kene30M 3a CHeT KOJH-
YECTBEHHOW OLEeHKH AU(D(Y3HBIX U3MEHEHUH CTPYKTYPHI
Muokapaa [112—114]. Inst oneHKH >KeCTKOCTH MHOKap/a
npu AKMII nepcnexktuBHbIM MeTonoMm siBisercss MPT-
anacmozpagua [115].

B kawecTBe MeToa, MO3BONAIOLIETO MPOBOXUTH AUQ-
(epeHInaNbHBIA UAarHO3 MEXIY HEKOTOPHIMH THUIIAMHU
AKMII, ucnionp3yercs cuunmuzpagua muoxkapoa ¢ m3o-
tonamu texuenus “mTc: nupodocdarom (PmTc-PYP), nu-
kap6okcunponanaudocponarom (mTc-DPD) u rugpok-
cumenueraupocdonarom (PmTc-HMDP). Buauane Hako-
TUICHHE TEXHELUs] B MHOKap/ie CPAaBHUBAJIN C HAKOTICHHEM B
kocTsax [116], mo3aHee ObLIM BHEAPEHBI MOTYKOIUUECTBEH-
HBbIE ¥ KOJIMYECTBEHHAS! OLIEHKH C HCIIOJIb30BaHHUEM KOd(]-
(ULKEHTOB «CepALe/KOHTpaNaTepatbHOE JETKOe» U «Cep/-
ue/Bce Tenoy». I[lomykonmuuecTBeHHas BH3yajbHas OLCHKA
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MIPOBOJUTCSI CleAyomMM o0pa3om: 0 OaioB 03HA4YaeT OT-
CyTCTBUE HaKOIIeHwUsl, 1 6an — MeHblie, 2 0aa — paBHOE
u 3 Oayta — BeilIe, yeM B peOpax. [lpu xoadduuuente 2
U BBIILIE B OTCYTCTBHE MOHOKJIOHAJBHOW CEKpEeIHH CIIell-
U(UYHOCTH U TIOJIOKHUTENIbHASI IPOTHOCTUYECKask ICHHOCTD
merona g auarHoctuku ATTR-amuiionso3a cocTaBIsIIOT
100% npu uyscTBUTENBHOCTH Beero 70% [118, 119]. Konu-
YeCTBEHHAs OLIEHKA — 3TO OTHOLICHUE HAKOIIJICHUS B CEp/ILe
K (DOHOBBIM 3HAYECHUSIM HAKOIUICHHS B UASHTUYHOM 110 pa3-
MepaM 00J1acTH B KOHTpallaTepaIbHOM 30HE IPyIHON KIETKH
(BItOYas MATKHE TKaHH, pedpa 1 KpoBb). bbuio mokasaHo,
npu ATTR-amuiionjo3e HakoIUIeHHE pagrodapMIipenapara
CYILLIECTBEHHO BbIle, yeM npu AL-amunounose. Ilpu Benu-
YHHE OTHOCHUTEIBHOTO HakomieHus >1,5 yepes 1 yac nocie
BBEJICHUs Mpenapara MOJOKUTeNbHAs MPOTHOCTHYECKAs
LIEeHHOCTh cocTaBisiia 97%, orpunarensHas — 78%, qyBCT-
BUTENBHOCTh — 87% u cneuuduanocts 95% [120]. Taxxe
3HaYUMBIM OBUIO cooTHoIIeHue >1,3 depe3 3 uvaca moclie
BBeIcHUs TexHeuus. BmecTe ¢ Tem, paguodapmipenapar
HaKaIUIMBAETCA Y HEKOTOPHIX MAUEHTOB C MPOABHHYTHIMH
cragusamu AL- n ApoAl-amuionso3a u B 30Hax ¢Gudpo3a
Ipu HeZaBHeM nHbpapkTe Muokapaa [110, 121].

B mpeomoneHun HEOOCTAaTKOB CIUHTUTPAUU MHO-
Kaplia MOXET MMOMOYb OLIEHKa a0COJIIOTHOTO MOTIOUICHHS
M30TONa MHOKAp/IOM C MOMOUIbIO 00HO(POMOHHOU IMUC-
cuoHHoll Komnviomepnou momozpaguu (ODPIKT). Tem
HE MeHee, HEOOXOOUMO IMPOBEPHUTH BOCIPOM3BOIUMOCTD
JTAHHOTO METOAA B KPYIHBIX MHOTOLIEHTPOBBIX HCCIIEAO0BA-
Husx [122].

[psamas geTexnus aMUIoOn1a BO3MOXKHA C TIOMOILBIO 70-
3umponHoil Imuccuonnon momozpaguu (I13T), B xone
MPOBEJCHUSI KOTOPO KOHTPACTHOE BELIECTBO CBSA3BIBACT-
¢Sl ¢ aMHWJIOMJHBIMU (PUOPHILIIAMH, YTO MO3BOJISET OLIEHUTD
KaK Harpy3Ky aMWJIOMJOM, TaK U YMEHBIIEHHE ero KOJH-
4yecTBa B OTBET Ha JiedeHUe. B Hacrosmiee BpeMsi UCIONb-
sytores 'C-PiB (!'C-Pittsburgh compound-B — pangmnoak-
TUBHO-MEUEHBIH aHayor ()IyOpECIEHTHOTO KpacHTeNs TH-
omasuna T), 'SF-¢mopGeramup (mepuBar cruibbeHa) u
18F-¢nopOerabeH, KOTOPbIe HCHONB3YIOT ISl HATHOCTHKH
aMWIOUIHBIX Onsiiiek npu Oosie3nu AunblreiimMepa. Kopor-
koe Bpems nonyxusHd 'C-PiB (20 mMuHYT) OMKTyeT He-
00XOIMMOCTh HANIWYMs LMKJIOTPOHA B MECTE NMPOBEICHHS
[I9T, yTo OrpaHMuYMBAET HCIOJIB30BAHUE 3TOrO HM30TOIIA.
8F-¢nop6eramup — 310 OoJee TONroKUBYIIUiT pagrodapm-
npenar (T 2 109 munyrt). [19T He mo3Bossiet nuddepeHiu-
posarthb paznuunbsle Tunl AKMII, HO npu AL-amunonnose ¢
€e MOMOIIBI0 MOKHO OLIEHUTh HAKOIUICHHUE pagrodapmIipe-
rapara Kak B cepjle, Tak U B Apyrux opraxax [119].

Ilozumponnaa muccuonnas momozpagua ¢ mae-
HUmHo-pe3oHancHou momozpaguein cepoua (II3T/MPT)
MPEACTABISAET THOPUAHYIO METOIUKY, IPH KOTOPOH aKTHB-
HOCTh 'SF-(ropuaa HaTpusi OLCHHUBACTCS B y4acTKax OT-
CPOYEHHOTO HAKOIUICHHs rajoiuHus. JlaHHas MeToauka B
HeOOJBILIOM HCCIIeA0BAHNY MO3BOIMIa JuddepeHnpoBars
AL u ATTR amumiionnio3 cepaua. O0Cy»aaeTcst TakxKe JIyd-
mast koppessitust [19T ¢ T1-kaptuposanuem [123].

HecmoTps Ha coBepLIEHCTBOBaHNE HEMHBA3UBHBIX METO-
JIOB TMarHOCTHKH «30JIOTBIM CTaHAAPTOMY, MO-IPEKHEMY,

Reviews

ocTaeTcsi duoncusa muoxkapoa. Mopgonozuueckoe uccine-
0o6anue ¢ MUNUPOGAHUEM AMUIOUOA B CIIy4ae CUCTEM-
HOT'0 aMHJIOM103a IIPOBECTH TAaKTHUECKH Jierde. B kauecTse
CKPUHUHTA MOXKHO HCIIOJIb30BaTh OUOIICHIO TTOIKOKHO-KH-
POBOI KJIeTUATKH, a Takxke uccnenoBanue ouonraros [IDKK
(uadopmaruBabl B 60-80% cnyyaeB), NpAMOI KHIIKH
(50-70%), xoctHOorOo MO3ra (50-55%), xoxu (50%), mou-
KM, Ne4eHHu, citoHHbIX xene3 (90%). Mopgonozuueckoe
uccne0o6anue nPenapamog KOCmHo20 mo32a (noyuen-
HbIX npu mpenanoduoncuu) B COBOKYIHOCTU C acmupa-
TOM TIOIKOXKHOTO a0IOMHHAIBHOTO KHPa MTO3BOJISET HJICH-
TUPUIUPOBATH ACTIO3UTH amuionaa y 85% mNalueHToB ¢
AL-amunounno3zom. Kpome Toro, uccienoBaHue KOCTHOTO
MO3Ta JaeT BO3MOKHOCTh OLICHUTDH pa3Mep IJIa3MaKJIeTou-
HOTO KJIOHa U HcKiItounts MM. dnyopecueHTHast THOpH-
mu3anus in situ (FISH) mo3Bonsier BBIABUTH MyTalMH H,
TakuM 00pa3oM, OLIEHUTh YyBCTBUTEIBHOCTD KJIOHA K pa3-
JUYHBIM CXeMaM MPOTUBOOIYX0seBoH Tepanuu [ 124—128].
Ecmu monospenne AKMII 060CHOBaHO, HO CKPHHUHT HE
BBISIBUJI aMMJIOWJ, BBIMOJHAETCS SHIOMHOKapIuaibHas
ouoncus. [locne oOHapyXeHUSI aMHIIOH]A, OKPAILIEHHOTO
KOHTO KpacHbIM, C JEMOHCTpallMed IBOMHOIO Jydernpe-
JIOMJICHUS B MOJIAPU3YIOILIEM CBETE U NIPOBEICHUS OKPACKHU
LIEJIOYHBIM T'yaHUJUHOM 1o Mmerony B.A. Bapmasckoro
WY TIEPMaHTaHaTOM Kajus Jid MCKIIoueHus AA-tuna
amunonniosa (npu AA mune amunrouda KoHeouaua u cno-
COOHOCMB K AQHU3OMPONUU U OUXPOUSMY OENO3UMO8 NOCae
UHKYOQyuU 8 pacmeope nepmaHeaHama Kaaus uce3arom)
aMWJIOUJ TUIHUPYIOT. Il 3TOro caMbIM TOUHBIM METOJIOM
SIBJISIETCSI JTa3epHasi MUKPOJUCCEKLIMS B COUETAHUU C Macc-
CHEKTPOMETPHEH, KOTOopasi O3BOJISIET HACHTU(DUIIUPOBATH
BCE M3BECTHBIE TUIBI aMujouaa (MPOTEOMHBIM aHAIU3
umeet cnenuduuHocth 100% u uyBcTBHTENBHOCTH 90%
[129]), HO mocTynHa OHA TOJIBKO B HEKOTOPBIX CHEIHANIN-
3UPOBAaHHBIX LIEHTpax. Il03TOMy B COBPEMEHHBIX peanusix
ONTHMAJIBHO MCIOJIb30BaTh UMMYHOJIEKTPOHHYIO MUKPO-
CKOIMIO C MEYCHHBIMU 30JI0TOM aHTHTENaMu (crenupud-
HocTh 100%) WM MMMYHOTHCTOXMMHYECKOE HCCIENO-
BaHHE C BAJIUIUPOBAHHBIMHU aHTUTENAMH, IOCKOJBbKY HC-
M10JIb30BAHNE KOMMEPUYECKHUX aHTUTEN MOXKET IPUBECTH K
HelnpaBuwibHOMY nuartosy [130, 131].

Juarnoctuyeckue kputepun AL-amuminonnosa, paspa-
OotanHble MexayHapogHOH paboueil TpyInbsl MHEIOMBI
(IMWG) [132], BkmrouatoT TpH (1) MOPOIOTHYECKUX KpH-
TEpHs U OJJUH, OKa3bIBAIOIINHM HAJTHYNE MOHOKJIOHAIBHOMN
nponudepannu:
¢ HaJM4Me aMUJIOUJHOTO NMOPAKEHUSI OPTaHOB;
¢ TIOJIOKUTENIEHOE OKpAIIMBaHUE KOHTO KPACHBIM 0001

TKaHWU;
¢ JI0Ka3aTeNbCTBO HANMYMS JIETKHX LeNeid aMUIouaa ¢

MOMOIIBI0 MacCC-CIHEKTPOMETPUH HWJIM HMMYHORJIEK-

TPOHHON MUKPOCKOITUU;
¢ JI0Ka3aTeJIbCTBO HAJIWYUS MOHOKJIOHAJIBHOTO MPOJIH-

(hepaTUBHOTO IIa3MOKJIETOYHOTO HapylIeHUs (MOHO-

KJIOHAJBbHBII MPOTEHH B CHIBOPOTKE MM MOYe, aHO-

MaJIbHOE€ COOTHOIIEHHE CBOOOIHBIX MATOIOTHYECKUX H

HOPMAaJIBHBIX JIETKUX LIETIeH, MM KJIOHAJbHAs MPOJIH-

(epanus mIa3MaUTOB B KOCTHOM MO3TE).
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Takum 00pa3oM, AMArHO3 JAHHOTO BHJIA aMHJIOU103a
OCHOBBIBaeTCS Ha MOP(OIOruiecKoM ucciaenoBanuu. s
MaKCUMaJIbHO 3(PPEKTUBHON NUATHOCTUKU MOHOKIOHANb-
HOU eammanamuy MACHTU(QUKAINS TapanpoTernHa T0JKHA
BKJIIOYATh KOMOUHAUUI0 dieKmpogopeza u ummyHouk-
cayuu 6 cblOPONIKe U MoYe U UsMepenue c60D0OHbIX ne2-
Kux ueneit 6 coléopomke kpoeu [133]. Ecnu amumnonn y
MalMeHTa C MOHOKJIOHAJILHON raMManaTheil He BBISBIICH,
HO €CTh NOpPaXCHHE BHYTPEHHUX OPraHOB — COYETaHHUE
MTI'HI" ¢ apyrum 3aboneBanueM. Hanpotus, ecinu amuiio-
W] BBISBIICH, HAIMYME MOHOKJIOHAIBHBIX JETKUX Ieneit
HE SIBJISIETCS] aOCOJIIOTHBIM JIOKA3aTeIbCTBOM UMEHHO AL-
aMUJIOUJ1032, TIOCKOJIBKY IMAIIMeHT MOXXET MMETh KaKylo-
6o npyrywo Gopmy 3abonesanus B coueranuu ¢ MI'HT.
Y NOXWUIIBIX €BPONEOUIOB, 0COOCHHO MYXYHUH C IOpaXKe-
HUEM cepjla, HanboJiee YacThIM MOTCHIUATBHBIM JIPYTUM
TUIIOM aMUJIOWJ03a OyleT, Kak U B OOIlel MOomyJsiuu,
wtATTR. MT'HI" moxxeT coueTaTscs U ¢ IPYTUMH HACIE-
CTBEHHbIMH ()OpPMaMU CHCTEMHOI'0 aMUJIOW]03a, HAIpPH-
mep, ¢ mtATTR (25%) [134-136].

K coxanenuto, B ornuume ot AL-amunonmosa, 4yB-
CTBUTEIBHOCTh HCCJICIOBAHUS TOAKOXKHOIO JKHUpa B CIy-
yae ATTR-amunounno3a cocrasinser Bcero 45% (mt) u 15%
(wt) 130]. B aToM cityuae Hy>KHO BBIITOJTHATH OHOIICHIO TO-
paxkenHoro oprana (mpu AKMII — sHaoMHOKapIuaIbHYO
ouoncuro). [lpu momoszpennn Ha mMtATTR (orcyrcrBhe
IJIa3MaKJIETOYHON TUCKpa3uu, CEMEUHBINA aHAMHE3, MTOJIH-
Helponarusi) HeoOXOAUMO MPOBOJUTH 2eHemuUuecKoe me-
cmupoeanue 011 eviasnenus mymayuii 2ena TTP.

JuddepeHnuanbHblii THATHO3

Eciu  enWHCTBEHHBIM KIMHUYECKUM MPOSBICHUEM
AKMII y noxwunoro nanuenTta OyayT HapylLIeHUs] pUTMa U
MPOBOAMMOCTH, MOXHO MOJ03PEBATh JIOKAJIbHBIA aMHIIO-
na03 cepaua. JuarHos B JaHHOM CIy4yae MOXKET MOJITBEp-
IUTh Ouoricusi MuUoKapaa. JleMoHcTpalueld COYeTaHHOTO
MOpaKEHUsI CepAla Yy AOITOXUTEIBHUIBI MOXKET IMOCIY-
KUTH CIeyrollee KIMHIYECKoe HabIoaeHHe.

ITamuenTka K., 95 net, cTpamaBmias JIUTENBHOE BpeMs
apTepuanbHON THUIIEPTEH3UEH 3 CTENeHH, MapOKCU3Mallb-
Hoii popmoii ®II, nepenecmast HHOAPKT TOJTOBHOTO MO3Ta
B Oacceitne neBoii CMA, ObU1a rocnuTalIn3upOBaHa dKC-
TPEHHO C HalpaBUTENbHbIM JuarHozoM «llepemom menku
mpaBoro Oenpa. BHeOonbHUYHAS IByCTOPOHHSS ITHEBMO-
Hus. [Ipu ocmoTpe yBenuueHue B o0beMe npasoro Oenpa,
BBIpaXCHHasi OOJIb W OTrpaHWYCHHE O00beMa JABIKCHHH B
MPaBoOM Ta300eIpPEeHHOM CycTaBe. B Jerkux »xecTkoe abl-
XaHHe, pa3HOKAINOCpHBIE BIaXXHBIE XPHIIBI HAJ BCEH IO-
BepXHOCTBIO JleTkux. YJ1J1 25 B munyty, SpO, 88%. Tonsr
cepila IpUIIylieHbl, puT™M HenpaBuibHbeH. HCC 104 B
munyTy, A/l 80/40 MM pr. ct. B/ 250 mm Bon.ctT. Ile-
YeHb HE YBEJIMYEHA. 3aTOPMOXKEHA. Peub omHOCIOXKHas,
JOU3apTpHsl, JIEeMEHTH ada3uu. MeHHHTealbHBIX 3HAKOB,
1ape30B HET.

OKT': pubpumnsauus npeacepauid, YCC 144 B MunyTy,
BepTHKaiIbHOE HampasieHne D0C.

[To nanHBIM 1a6OPaTOPHOTO 0OCIEIOBAHUS Y NAIIUEHT-
KH BBISABIICH HEUTPOPUIBHBIN JTEHKOLHUTO3, TEHKOLUTYPHS,

runoanbOymuemuss 20-24 1/1, HOpMajbHBIE IOKa3aTeNn
MapKepoB LUTOJM3a, XoJecTa3a, TponmoHuH T<0,01 mkr/im,
KpeaTuHUH 115 MKMOJIB/I CO CHUXCHHEM B JajbHEi-
meM 10 86 MKMOJB/J, TOBBIIeHHe ypoBHS D-aumepa 1o
16600 MKI/I MCXOMZHO CO CHMXKEHHEM B HaJIbHEHUIIEM [0
9504 mxr/n, NT-proBNP 19870 ur/m.

IIpu KT opraHoB rpyaHo# KJIETKH — MPU3HAKU BbIpa-
JKEHHOTO JierodyHoro (udpo3a, maHIoOynsipHOU 3MQu3se-
MBI JIETKHX, Y4aCTKH «MaTOBOTO CTEKJIa» C YTOJILICHHBIMU
MEXJIOJIbKOBBIMH TEPETOPOAKAMHU, MPEUMYIIECTBEHHO B
BepxHUX noisX. [InespansHbiit BEIIOT 200-300 M1 ¢ 06enx
cropoH. KanplinHO3 a0opThl 1 KOPOHAPHBIX apTepuil. M3me-
HEHHsI B JIETKUX PACLCHEHBI KaK MPU3HAKA XPOHHUYECKOTO
OpOHXO0-JIETOYHOT0 3a00JIeBaHUS — XPOHUYECKOH 00CTPYK-
TUBHOW 00JE3HH JIETKHX C (GOpMHUpPOBaHUEM TUPHY3HOTO
MTHEBMOCKJIIEpo3a 1 Oysuie3Hoi smbpusemsl erkux. Jedek-
TOB KOHTPAaCTHPOBAHUS JIETOUHBIX apTepPHil HE BHIABICHO.

OxoKI: JIIT 30 miu, @B neBoro xemyouka cOXpaHEeHa.
TonmmHua ctenok nesoro xemynouka 10-11 mm. [Tomocts se-
BOTO *kenmynouka ymenbieHa 10 20 mi. CpZIJIA 90 mm pt. cT.

[Tpu KT mpaBoro Ta300eapeHHOro CycTaBa MOITBEPK-
JeH TepesioM IMIeHKH OeIpeHHOW KOCTH €O CMEIlEHUEM
OTJIIOMKOB KBEpXy M KHapyXH. BBUAY BBICOKOTO Omepariu-
OHHOTO PHUCKa ONEPaTHBHOE JICYCHHE TIepeoMa He IPOBO-
JIAITH.

CocTosiHME MalMEeHTKH BHa4ajle yIajaoch CTAOMIIN3H-
pOBaTh; NPOBOAMIIACH KHUCIOPOAHAS TOAJECPXKKA, AHTH-
OakTepuasibHasi Tepamnus, Ba30MpPECCOpHas MOIAEPIKKa
HopAnHHEPpUHOM, BBOAMICS dypocemua. B nanpHelem
pa3BUiIach aHTHUOMOTHK-aCCOLIMUPOBAaHHAS AMAapesi, peLu-
nuBrpoBanu mnapokcusmbl ®II, kynupoBaBmimecs camo-
croaTensHO. HecMOTpst Ha MPOBOAMMYIO TEpanuio cocTo-
SHUE TMAalMeHTKU NPOJOJIKAI0 YXYAIAThCs U OHA morubna
IIPU SABJICHUSAX MOJIMOPTAHHOM HETOCTAaTOYHOCTH.

Ha cekuuu nuarHo3sl XpOHUYECKOW OOCTPYKTHUBHOM
0O0JIe3HH JIETKUX B CTaIuU 00OCTpEHHUs U 1epedpoBacKy-
JSpHOH O0Ne3HN OBUIM MONTBEPXKACHHI. BrisiBieHa rumnep-
Tpodus neBoro xemymouka ¢ tommuHor MIXKII 1,5 cwm,
cBobogHoi crenku JIK 2,0 cm. B mpenapare u3 nmpaBoro
npencepaus (I1I1) ymepeHHBIH HWHTEPCTHIHMAIBHBIN (QH-
0po3, 0UaroBoe yTOJIIEHUE U CKIEPOTHIECKHE U3MEHEHHUS
B 9H0Kape. C y4eToM CTap4yecKoro Bo3pacta NalueHTKH
W Hanu4us peuuauBupytouieir hpopmer ®I1 gonoaHuTeNH-
HO OBUIM OKpPAaLICHbI KOHTO KPACHBIM U HCCIIEIOBAHBI B I10-
nsipu3oBaHHOM cBeTe mpenapatsl 11, JIK, Toncroit kum-
KM, TICUYEHH, CeJIe3eHKU U MOYKH. B mpenapare ¢ TkaHbIO
[IIT BBIsSIBICHBI MHOXECTBEHHBbIC Melkue auddy3Ho-pac-
CesHHBIC JICTIO3UTHl aMHJIOWJA B MHTEPCTULMH, €IHHUY-
HBIE 0YaroBble MHKPOJCTO3HUTHI B SHAOKApAE M CTEHKaX
apTepHoll; B COOTHOIIEHUH WHTEPCTHIHAIbHOTO Gubdpo3a
U JIETIO3UTOB amuiionaa npeobnanan amuioua (puc. 4, 5).
B mpemnapare ¢ TKaHBIO JIGBOTO KENYI0YKa BBIABICH €IH-
HUYHBIA MEJNKHHA JETO3UT B MHTEPCTHLUU B CYOIHIOKAp-
JualbHOM oTnene. B mpemnapartax ¢ apyruMu oOpasuamu
(TosicTasi KMIIIKa, [EYCHb, CEJIE3CHKA U II0YKAa) JCTIO3UTOB
aMWJION]IA HE BBISBICHO.

TunupoBaHue amMmionga He OBUIO MPOBEACHO MO TeX-
HUYECKUM MPHYMHAM, HO, C Y4eTOM BO3pacTa, Moja U JIo-
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KaJBHOTO OTJIOKEHHMS ITaTOJIOTHUECKOTO OeNKa, MarueHTKa,
HaunOoJee BeposTHO, cTpaaaita AANF dopmoit amuionnosa.

B nmanHOM ciydae aMMIIOMIO3, BEPOSITHO, MOCTYKHII
JIOTIOJIHUTENILHOW TPUYMHON Pa3BUTHSI MAPOKCHU3MAIbHOMN

e e e T e i
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Puc. 4. leno3uts! amuiona B npencepand. OKpacka reMaTOKCHIA-
HOM H 503UHOM (A) ¥ KOHTO KpacHBII B cBeTIoM 1oje (b).
VB. x 20.

Puc. 5. leno3uts! amunonsa B npeacepauu. Okpacka KOHIO
KPAaCHBIH, MOJISIPU3AIIMOHHAs MUKPOCKOIHS. YB. X 20.

Reviews

¢dopmbr @I, HO, MO HalIEMy MHEHHIO, HE MOBIHSII Ha pa3-
BHUTHE CMEPTEIHHOIO HCXO/1A.

HduddepenmanpHblii AUArHO3 CUCTEMHOTO aMHUIIONI03a
C TIOpaKEHHEM CepAlla MPOBOIAT C pasNUuHbBIMEH (opma-
MU PeCcTpUKTUBHBIX Kapauomuonaruii (PKMII), a taxxe
¢ runeprpodueit u/wnm J1J] BcnencTBUe BO3PACTHBIX MPH-
YiH (apTepHanbHOW THIEPTCH3UH, HIIEMHYECKOH Ooies-
HU cepAla, CTeHO03a aopTallbHOTO KianaHa) 1o, y MoIo-
neix — ¢ TKMII. K npaBoxenynoukoBoit CH moxer npu-
BOJIUThH KOHCTPUKTUBHBIN nepukapaut. [Ipuunnamu PKMII,
K kotopoit oTHocuTcst 1 AKMII, y nun B Bo3pacre crapiie
65 JeT SIBAAIOTCS, IOMHUMO aMMIIOHMI03a, HUIUOIIAaTHYCCKas
PKMII, cpenu Gone3Heil HaKkoIUIeHHsI — Ieperpy3Ka xele-
30M, THIEPIO3HMHO(UIBHBIE CHHIPOMBI, METACTaTHYECKHUE
OITyXOJIM, PaJuallMOHHOE TOpa)KeHUE, KapLUUHOHI, [JIHKO-
TCHO3bI, a TaKKe JIEKAPCTBEHHBIE MpenapaTbl — aHTPaLu-
KJIMHBI, 3protamuH, xjopoxuH [137]. Kpome Toro, Bcerna
BO3HHKAET BOIPOC 0 TU(PepeHINaTbHOM JHArHO3E MEXKITY
HaunboJee pacpOCTPaHEHHBIMU THIIAMH CHCTEMHOTO aMH-
JI0M/103a B IOKUWJIOM Bo3pacte (Tabm. 3).

WHoraa nuarHocTHKa aMWIION03a OBIBAaeT 3aTpyAHEHa
HE TOJIBKO HAJMYUEM COIYTCTBYIOLIEH MTATOJIOTUH, HO U He-
TUIHYHBIM Je0I0TOM 3a00JI€BaHMs, YTO MOXKET MPOIEMOH-
CTPHUPOBATh IIPUBEICHHBIN HIXKE KIMHUUECKUN CITydai.

[MTauuent A. 65 ner, AMUTENbHOE BpeMs CTpajJaB-
IMH TUIEPTOHNYECKOH OONE3HBI0 3 CT., OCIOKHUBILEHCS
pa3BuTHEM paHee MH(pApKTa MHOKapAa, a TAaKkKe XPOHUYE-
CKUM TIHeTIoHePpUTOM, moxyaen Ha 30 Kr B TeueHue 3 Me-
CSI1IEB, CTAJIM OECIIOKOUTH TOIIHOTA U PBOTA. 3aTeM IOSBH-
Jack ycroiumBas runoteHsus 10 90/60 MM.pT.CT., HApoCIH
OJIBIIIIKA, cTIa00CTh, MOSIBUJIOCH CepALleOneHNne, YMEPEHHBIC
OTeKH HIKHUX KoHedHocTell. Ha DKI Obuia BeisBIeHA O110-
KaJa TmepeaHeil BEeTBU JIEBOM HOXKM myuka [wuca, cuHyco-
Basg Taxukapaus. IIpu cytounHom monuTopupoBanun OKI'
1no XonTepy 3MU30[0B HAPYLICHUH pUTMa HE 3aperUCTpH-
poBaHo. Ilo pesynpraram OxoKI' BbIsiBI€HA KOHIEHTpUYE-
ckas runeprpodus muokapaa JOK mo 1,6 cm, E/A=0,5, K10
78 mu, ®B 57%. Takxke TuarHoCTMPOBAaH OKKIFO3MOHHBIN
TpoM0O3 NpaBOi MOAKOJICHHOW BEHBI, HA3HAYEH PHBOPOK-
caban. Yepe3 5 mHeil mamueHT ObLI SKCTPEHHO TOCIUTA-
JU3UPOBAaH C HaNpPaBUTENBHBIM JHarHo3oM «Kumieunoe
KpoBoTeueHue». IIpu ToTanbHONW KOJOHOCKONMHU: MHOXeE-
CTBEHHBIE PO3HHU B TOJICTOM KHUILIEYHHKE, KOHTAKTHAs KpPO-
BOTOYHMBOCTD, B35iTa OHOINCHUS (PadOuuM JHAarHO30M Ha TOT
MOMEHT ObLJ1 SI3BEHHBIN KONHT). Yepe3 2 AHA y maunueHTa
passuics napokcusm @I ¢ UCC 181 B MunyTy, KputHUe-
CKoil rumoTen3ueit 10 58/15 MM PT. CT.; pUTM BOCCTaHOBJICH
3JIEKTPUUECKON KapanoBepcueil. 3areM, depes 2 CyTOK, Mo-
BropHbIid napokcusMm @I, ¢ runotonueit 82/52 mMm pr. cT.
3anomo3peHa JieroyHas sMOonus, He TOATBEp KACHHAs MIPpU
KOMIBIOTEpHOU aHruorpaduu. Yepes CyTKM HallMeHT CKOH-
yaJICs BCJIEACTBHE 3JIEKTPOMEXAaHMUECKOW IMCCOLMALINY.
OnHOBpeMeHHO OBLIO 3aBepIIeHO MOP(OJIOrHYecKoe Hc-
CJIe/IOBaHUE KUIIEYHOTO OMonTaTa, rae Obuin 0OHapyKeHBI
MaCCHBHBIE CKOTIJICHHUS aMOP(HBIX MEJTKUX 903WHO(DMIIBHBIX
Macc, ¢ arpoduell KpUNT, «3aMyPOBaHHBIX» B TOMOT'€HHBIX
903MHO(UIBHBIX BKIIIOYEHHSAX, HATUYHEM TTOBEPXHOCTHBIX
JIe(EeKTOB CIIM3UCTON 00O0JIOYKH B 30HAX «PACTPECKUBAHUS
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TabOnuma 3
Jugppepenyuansnvtit ouaznos AL-amunouoosa u wtATTR-amunouoosa [22,37,118, 137-140]
AL-amunonnos JuddepenmanbHblil IpU3HAK | wtATTR-amunonnos
62-63 CpenHuii BO3pacT K MOMEHTY TIOCTaHOBKH JIHa- 73-75
THO3a, JIeT
55-58 My»4nHBI, % 3a00J1€BIIHX 89-91
82 Bogneuenue cepaua, % 100

VYTomneHne BceX CTEHOK Ceplla, FPaHyIlbl

60%

IpucyrcrByer

0-1

58-68%
14-16%
12%

¥V 10% opTocTaTHueckasi THIIOTCH3Hs, WK HCUC3HOBEHUE
MIPE/IIECTBYIOMIEH apTepuallbHOI rMIepTeH31H,
OPEeKTHIbHAS JUCHYHKINS, THapesl, 3aI0pbI

V¥ 10-17% oTeku, MITKOTKaHHBIC JACTIO3UTHI,

OxoKT"

Huzkuii QRS Bonbrax

IToBblmeHne GHOMapKepOB MOBPEKICHHS
MHOKapa

Koaddurment auddepeHunaabHOro Hakorie-
uust Te-mupodocdara

Bosnedenne moyex
Bosneuenue neuenu

CeHcoMOTOpHast OJIMHEHpOonaTHs — MOpakeHUue
nepueprIecKoil HepBHOH CUCTEMBI

ITopaxxenne aBTOHOMHOI
HEPBHOH CHCTEMBI

MSIrkoTKaHHbIE 1ETTO3UTHI

VYTonmenue Bcex CTEHOK Cepara
Gosiee BBIPAKEHO, TPAHYIIBI

20%

Bosee BBIpAXKCHHOEC

2-3

Her
Her

MoxeTt uMeTh MECTo
VICKITIOUUTE IpyTHe MOTHMHEHPOIaTui

VICKIIIOUHUTD COMYTCTBYIOIIUE
3a00s1eBaHus

48% CunIpoM KaphnaabHOTO KaHana

MaKpOIIOCCHS, «HAIIUICYHUKIY, CHHAPOM
KaprajJbHOTO KaHaja (4acTo JBYyCTOPOHHHMN)

C1nabocTb, aHOPEKCHS, UCTEe3Usl, TIOTEPSl MAacChl Tea

KOHCTl/lTyLII/IOHaJl]:H]:Ie CHUMIITOMBI

MoryT ObITh Y MAIUEHTOB C CEPACUHOI
HEJOCTaTOYHOCTHIO U TSDKEJIOU
KOMOPOHIHOCTEIO

JIAaHHBIX BKJIIOYCHUN. Menkue y3JI0nomo0HbIe KOHIIIOME-
pathl ObUIM TakXKe BBISBJICHBI B CTEHKAaX apTepPHOJ CIM3HU-
CTOH 000JIOUKH U MOACTU3UCTOrO ciosl. [Ipu oxpammBanun
KOHTO KPacHBIM — OTYETNINBas KOHTO(MWINS BBIABICHHBIX
aMOp(HBIX 303MHOMUIBHBIX Macc; NPH HCCIENOBaHUH B
MOJISIPU30BAHHOM CBETE KOHTO(HMIbHBIE BKIFOUSHHUS 1EMOH-
CTPUPYIOT CIOCOOHOCTH K IBOMHOMY JIy4eTpeIOMIICHHIO CO
CBEUYCHHEM SI0JI0YHO-3€JICHOTO U KEJITOBAaTOro LBETOB. I1o
pe3ynbraTaM npoOsl ¢ IepMaHTaHATOM Kalusl AA-THUI aMu-
JIOU/1a OTBEPTHYT.

Heo0xonuMo OTMETHTB, YTO, HIOMHMO CHMIITOMOB IIO-
paKeHHs KUIIEYHUKA, Y TTAUEHTa UMEITH MECTO TPU3HAKH
OCTPOTr0 MOYEYHOTO TOBPEXKIEHHS (C HapacTaHUEeM KpeaTH-
HUHA 110 331 MKMONB/1T), NPOTEMHYPUS 3 T/CYT, YMEpEHHOE
MOBBIILIEHHE TPONOHMHA T Kak Mapkep MHUOKapIHaJIbHOTO
noBpexxaenus (no 0,750 mxr/k). CUCTEMHBIH aMHIIOHI03
OBUI 3alOI03pEH TOJBKO IIOCHIE PELUIUBA TSHKENbIX Ha-
pYLICHUH pUTMa M Bepu(HULHMPOBAH B JAHHOM CIydae IO
pe3ynbraTy  MOP(OIOTHYECKOr0 HCCIEAOBAHUS TOJICTOTO
KHIIeYHUKa. V3HayaapbHO BCe BHUMAaHUE OBUIO CKOHIICH-
TPUPOBAHO HA MMEBIIEM MECTO KHIICYHOM KPOBOTECUCHUH,
a M3MEHEHUS cep/la PaclCHUBAIN KaK THIICPTOHHYECKHE.

Ha cekunu 1uarno3 CMCTEMHOTO aMHIIONU 1032 ObLT MO~
TBEPKAEH. MaKpOCKOMMMYECKU ceple ObLIO YBEIUYSHO B
pasmepax, yToimeHsl 00a xemynouka (mpasblit 1o 0,7 cm,
neBbld 10 2 cM). Ha ouryns Muokapa ObUT MIOTHORIACTH-
YECKUM, C MHOXECTBEHHBIMU U (PY3HO-pACCETHHBIMU
JOpAOIIBIMU JKEITOBATHIMU OYaraMu, pacliolOKEeHHBIMU KaK
CyO9HJOKapaUaNbHO, TaK M WHTPaMypanbHO H CyOdIH-
KapauanbpHo, auameTpom a0 0,8 cm. [Ipu mopdonoruye-
CKOM HCCJIEIOBAHUU BO BCEX INpemaparax H3 >KEIyJOUYKOB

U TIpecepanii ObUTH BBISBJICHBI MHOXKECTBEHHBIEC, MAaCCHB-
Hble, 3aHuUMaromue 10 50% momnaau, roMOreHHbIE 203H-
HO(HIBHBIE JCTO3UTHl B MHTEPCTULUHU (Ha MPOTHKCHHUU
BCEH TONIIM CTEHKH), CTEHKaX apTepHajbHBIX COCYIOB,
9HIOKap/e; B MHTEPCTHLIUHU ACTO3UTHl ObLIH OOJNbIICH Ya-
CTBIO PacHOJOKEHBI B BUJE IpyOOil MEIKOSYEUCTON CeTH
«3aMyPOBBIBAIOIIEI» KapINOMUOLUTHI, YaCTHIO B BUAC 3a-
MEIIAIOUINX KapINOMHUOLUTHI Y3JI0MOJOOHBIX KOHIIIOMEpa-
TOB Pa3HOTO pa3Mepa, MecTaMHu CIIMBAIOLIUXCSI MEXIY CO-
6oii. KpoMe TOr0, MMen MeCTO Ci1alblii OTEK HHTEPCTHUIIHH,
HEpaBHOMEPHOE KPOBEHAIOJIHEHHUE COCYIOB, HCTOHUCHHE
0OJNBIIOr0 4YMCIa KApAMOMHOLIMTOB HApsAy C OYaroBOU
runeprpodueii, o4aroBbie OUMONAPHBIE CKOIUICHUS 3€peH
munodycuuHa B LUTOIMJIa3ME€ MHOTHX KapAHOMHOILIMTOB,
(GOKyCBl THAPONHMYECKOW AMCTPOUU KapAHOMHOLMTOB
(puc. 6).

KocTHblil MO3T OBLT THIIEPKIICTOYHBIM, ¢ OONBIINM YHC-
JIOM IUIa3MaTHYeCKUX KIeTok Oe3 atunuu. [Ipu peaxknmu c
CD 138 BbIsiBIIEHA BbIpaXKEHHAs! SKCIIPECCHUs B LIUTOILIa3Me
TUIa3MaTUYECKUX KIETOK, YUCIIO KOTOPBIX YBEJINYEHO.

[Ipyn UMMYHOTHCTOXMMHUYECKOM HCCIICIOBAHUH CPE30B C
Onoka ¢ TKaHblo cepana: peakius ¢ Muramidase (lysozyme)
(monuknoHasnbHble, LeicaBiosystems) orpuuarensHas. [Ipu
peakuuu ¢ Lambda light chain (clone SHL53) u Kappa light
chain (clone CH15) 6b11a 0OHapy>keHa SKCIIpeCccusi B ACTO3H-
Tax aMHJIOWA, C YETKOM pa3HUILIEH B OKpAIlIMBaHUH B CTOPO-
HY BbIpakeHHOH peakimu ¢ Kappa light chain.

Takum 0Opa3om, B JAHHOM cilydae y manuenTa opu1 AL-
Karma THUII CUCTEMHOTO aMHIIOW03a C MacCHUBHBIM IOpa-
JKEHHEM MPAKTHYECKH BCEX BHYTPEHHHMX OpPIraHOB: Cepila,
apTepHalbHBIX COCYAOB, TOPTAaHH, TPAaXeH, JIETKUX, S3bIKa,
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MUIIIEBO/IA, JKEIYKa, KUILIEUHUKA, TOIKETYI0UHON KEJIe3bl
(32 MCKJIFOYEHUEM PHIOKPHHHOW YacTH), IIUTOBUIHON Ke-
ne3sl (puc. 7), HaAMOYEUHUKOB, CETIC3CHKH, JTUM(PaTHIECKUX
Y3J10B, IIPEACTATEIbHON XKeIe3bl, MOYEBOTO ITy3bIps, IOYEK,
nepudepruuecKux HEpBOB, KOXKH, )KUPOBOH KJIETYATKH.

HecMmotps Ha 3T0, HEMOCPEACTBEHHOM NPUYMHON cMep-
TH B IaHHOM cily4dae ctajga uMeHHo AKMIT.

Puc. 6. Jleno3utsl aMuiIonaa B MHOKape JIEBOTO JKETyI04Ka.
Oxpacka reMaTOKCHINHOM M D03MHOM (A), KOHT'O KPAaCHBIH — CBETO-
Bas (H) m momspuzauuoHHas (B) Mukpockonus. YB. X 20.

Reviews

WHTepecHo, 4TO y malyeHTa He ObUIO BBISBICHO NPH
JKU3HU OPraHOMETAJIUHU, a MOPAKEHUE MOYEK OBbLJI0O MHHHU-
manbHbIM. Kpome Ttoro, momumo AKMII, umenn mecto
MOp(doJIOrHYeCcKHe MPU3HAKK TUIIEPTOHUYECKOTO Cep/Ilia.

JledeHne aMHJIONMAHON KAPAUOMHONIATHH

Jleuenne aMnI0MA03a B IOKUIIOM BO3pacTe MpeACTaBIIsi-
IOT OIPEJICIIEHHBIE TPYAHOCTH B CBA3U C XPYMNKOCTBIO MMaLU-
€HTOB, COIYTCTBYIOIIMMH 3200J€BaHUSIMU H IUIOXOW Tepe-
HOCHMOCTBIO JieueHusl. TeM He MeHee, X CIIEIyeT JICUNTh,
MOCKOJIBKY 3TO CYIIECTBEHHO YJIYy4YIaeT MPOTrHO3 U, B KO-
HEYHOM UTOre, KaYeCTBO KU3HM MaeHToB. JledeHne 3aBu-
CHUT OT BapuaHTa amuiono3a. CuMnTomMaruueckas Tepanus
HanpasjeHa Ha KynupoBaHue nposisienuit CH, Hapymenuit
CEpJEYHOI0 PUTMA U IPOBOAMMOCTH, IPYTUX MPOSBICHUN
aMIION103a U YIYYIIEHUs KadecTBa KuM3HU. CuMIITOMa-
TUYECKOE JIeueHUE JIOKalIbHbIX (opMm AL-amunonosa co-
CTOUT U3 PaJiUOTEPAINH, IKCIIU3UH JIOKABHBIX OTIIOKECHUH
XUPYPrUYECKU WU C TOMOIIBIO Ja3epa.

Cumnmomamuueckas mepanus

OrpaHuy4eHNe MOBAPEHHON COJIM M INYPETHIECKas Tepa-
U1 TIOMOTAIOT KOHTPOJIUPOBATH 33AEPIKKY KHIKOCTH TPH

A

Puc. 7. Jleno3uts aMuiIiona B UTOBUAHON JKelie3e.
Oxpacka KOHTO KpacHBIH — cBeToBas (A) 1 nosipusaronHas (Bb)
MHKpOCKomus. YB. X 20.
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Pa3BUTHU CEPACYHON HEeNOCTaTOYHOCTH. uypeTuku (mer-
JIeBble W AHTarOHUCTBI MHHEPAJIKOPTHKOWIHBIX PELEeNTOo-
POB) HEOOXOAMMO Ha3HA4aTh MO KOHTPOJIEM MAacChl Tela,
apTepUaIbHOIO JaBJICHUS, YPOBHS KpEaTHMHUHA U JIEKTPO-
JUTOB. B cBsI3M ¢ rUMOTEeH3UEN NalMEHThI TI0XO0 NEPEHOCT
uHrnoutopsl AIl®, 6eTa-010KaTOpPhl, AHTATOHUCTHI PeLel-
TOPOB K aHTHOTEH3WHY U OJIOKaTOPbI KaJbLHUEBBIX KaHAJIOB.
JIMrokcuH, mpeanoiaoKUTEIbHO, CBI3bIBAETCS aMUIIOUIHbI-
MU (HuOpHIIaMH, YTO JIeNlaeT MalUeHTOB 0oJiee YyBCTBU-
TEJILHBIMU K HeMY. BmecTe ¢ Tem, OH MOXKeT ObITh Ha3HAYeH
B HU3KHX JI03aX I10J] KOHTPOJEM KOHIEHTpAIMK Ipernapara
B IUIa3Me, YPOBHS 3JEKTPOJIMTOB U (QyHKUIUH mouek [141].
[lpun peunaAMBUPYIOMMX TEeMOAMHAMHYECKH 3HAYUMBIX
apUTMHUSIX MOXXHO HCIOJIb30BaTh aMuoAapoH. Uto Kacaert-
Csl UMIUTIAaHTUPYEMBIX KapAHOBEPTEPOB-IePHOPUIIISTOPOB,
XOTSI CMEPTHOCTB I10CJIE UX YCTAHOBKH OCTAaeTCs BBICOKOH,
U OCHOBHOW HPHUYMHOHN JICTAJIbHOCTHU SIBISIETCSA JIIEKTPO-
MmexaHndeckas guccoumanus [142, 143]. [lpu pasButun
OpazMapuTMUHU TIOKa3aHa YCTaHOBKAa KapAHOCTHUMYISATOPA
[144]. [IpeanovYTUTETHHBIM PEKUMOM SBISIETCS OMBEHTpPU-
KyJsIpHast CTUMYJISIHA C LIEeTbI0 M30eXXaTh AUCCHHXPOHUH
U JIEKOMIICHCAIINH CepIeyHor nesrenbHocTH [145]. ¥V ma-
LIMEHTOB C aMUJIOMI030M KpailHe BBICOK PUCK TPOMO0IMOO-
JMYECKHUX OCJIOKHEHUM, HECMOTPS Ha aHTHKOATYJISHTHYIO
Tepanwio [143].

HeoOxonuMo ynenate BHUMaHUE KOPPEKLUH COMYT-
CTBYIOUIMX HapylmleHHH. Y MOXWIBIX 4Yalle BO3HUKAET
MaJIbHYTPHLUS, Yalle BO3HUKAeT HEOOXOJUMOCTb KOHTPO-
JUPOBATh JUAPEI0 C MOMOIIBIO OKTPEOTHIA, TacTPOCTa3—
MPOKUHETHKOB, IJIOXO IEPEHOCUMYIO OpPTOCTAaTHYECKYIO
THUIIOTEH3HIO C IOMOUIbI0 KOMIPECCHOHHOIO TPHKOTAXKa,
MHJIOZIpUHA 2,5 MT 3 pa3a B JI€Hb C TIOCTETICHHBIM YBEIHYe-
HUe 10361 10 30 MI/CyTKHM M MUPUAOCTUTMUHA, HEHPONaTH-
YEeCKyr 00JIb — Ha3HaYCHHEM radaneHTHUHa, NperadaivHa,
AMHUTPHUIITHINHA, HOPTPUNTWINHA, JyJIOKceTHHa. HyKHO
YUUTHIBAThH BIUSHUE JIEKAPCTB HAa HACTPOCHHWE M MEHTAJIb-
HbIH cTatyc. [lanneHThl, HECOMHEHHO, HY>KIAIOTCS B COIIH-
anbpHOM monaepxke u peadunuraiuu [34, 146].

Jleuenue AL-amunouoosa

Jleuenne AL-amunono3a NpoBOIUTCS TaK Ke, Kak Jie-
yeHue MM, ¢ To# pa3HuULIEeH, YTO JaHHBIC MAIIMEHTH UMEIOT
OoJiee TsDKEJIbIE TOPAXKEHHS OPTaHOB, U Y HUX Yalle Pa3BH-
BAIOTCSl TOKCHYECKHE peakluu. JIeueHHIo MOXUIIBIX Malu-
eHTOB ¢ AL-aMUIION7030M MOCBSIIIEHO HEOOJIBLIOE YHCIIO
KIMHAYECKUX UCCleqoBanmid. B omHoM 13 cepuit u3 295 mo-
KHUJIBIX TanueHToB ¢ AL-amunongozom crapme 75 ner (Ha-
unoHanbHBIN Llentp AMunonnosa, Jlongon, 2002-2015 rr.)
19% oTkazanuch OT XUMHUOTEPAITUH, U3 OCTABIIUXCS TOJIBKO
1/3 3aBepmmiM mIaHUpyeMble 6 UKIIOB JiedeHus. U3 3Tux
narueHToB 63% MOCTUINIM TeMATOJIOTHYECKOro oTBeTa, 1/3
OYEHb XOPOILEro YaCTUYHOIO U IOJHOIO OTBETA, YTO MpPH-
BOJIMJIO K XOpolied BepkuBaemMoctH [147]. Takum oGpazom,
y YacTH MOXHJIBIX MAalUeHTOB OBbLI JOCTUTHYT XOPOLIHMA
OTBET Ha JieueHue. TeM He MeHee MOXWIOW U CTapuyecKUi
BO3pacT OCTAaeTcs HE3aBHUCHUMBIM HETaTUBHBIM IPOTHOCTH-
YecKUM (PakTOpOM MpH MPOBENSHUH XMMHOTEpANuy y ma-
nueHToB ¢ AL-amunonnosom [148]. Tlpu nposeneHun xu-

MHOTEpANuH Y IOXUIBIX alMeHTOB 0c000e BHUMaHHE He-
00X0IUMO YAeNnsiTh MUHHUMHU3AIMA TOKCUYHOCTH PEKHUMOB,
NpoQHIAKTHKE OCIOKHEHHUH, TAKMX KaK caXxapHbId quader,
si3BeHHbIe TopaxxeHus JKKT, onosicriBaromuii reprec, Tpom-
00361, HHEKIUH.

Lenpro seveHust sBIsSETCA MOIABICHUE IaTOJOTHYE-
CKOT0 KJIOHA IUIa3MaTHYECKUX KIETOK — TIeMaToJIOrHye-
cKol pemuccuu. Pemuccusi ompenensercss Kak yacTHYHAS
(ymenpuienue Ha 50% dFLC), oueHp Xopoasi 4yacTHYHAsS
(dFLC<40 wmr/n) u monHas (CR) (orcyTcTBHE Mapanporeu-
Ha B KPOBU M MOY€ MPH UCCIECIOBAaHUU METOIOM HMMYHO-
¢dukcanun, HopmansHas koHueHTpaus FLC u HopmansHOe
oTHoieHue K/A). [TaliMeHTOB clieyeT JISUUTh B CIICIHAIHU-
3MPOBAHHBIX LIEHTPaX, JKENATeNbHO, B paMKax KIWHHYE-
ckux ucciaenoBaHuid. Co CTOpPOHBI cepilla OTBETOM Ha Te-
panuio cuurtaercs, nmo MeHsluel mepe, 30% ymMmeHbIIeHHE
NT-proBNP (ecnu ucxomno oH 011 >650 HI/n ¢ abcomoT-
HBIM ypOBHEM, M0 MeHbei mepe, 300 HI/I) WK CHIKe-
Hue pyHKIHOoHaIbHOTrO Kiacca CH Ha 2 mynkra. [loyeunsiM
OTBETOM CUHMTAETCS CHWXEHUE NPOTECHHYPHUH, 110 MEHbLICH
Mmepe, Ha 30% wunu Hioke 0,5 I/CyTKH B OTCYTCTBHE IPOTrpec-
cupoBanust XBII (>25% cumxenue pacuetHoit CK®D) [34,
92, 149, 150].

s BeiOopa MeTona Teparu UCTIONb3YIOTCS KPUTEPUH
pucka aytoTT'CK, paspaboranusie B 2002 T. B KIMHHUKE
Metio [151,152] (Taba. 4).

Haubonee »sddexkruBHpiM MeTomom sedenus AL-
aMWJION]103 SIBJISIETCS XUMUOTEpanus (PeKUMbI HA OCHOBE
menganana (100-200 mr/m?, B 3aBUCHMOCTH OT BO3pacTa u
cTaauu 3aboneBaHust), 6oprezomuda nim pexum CyBorD
(muxnopochamua+6opre3oMud+aeKcaMerasoH)) ¢ mocie-
OyIOLell TpaHCIJIAaHTaUKMeHd ayTOJIOTHYHBIX CTBOJIOBBIX
kieTok koctHoro mosra (aytoTT'CK), xoropas HanGonee
s deKTHBHA B TPYMIE HUZKO20 pUCKA — TeMaTOIOTHYe-
ckuit otBeT pocruraercst y 71%, CRy 35-37% nanneHTos.
MeauaHa BBEDKMBAeMOCTH cocTaBisier 7,6 roma, u 55%
nanueHToB ¢ CR xuByr Oonee 14 ner [11, 12, 46, 149,
150, 153].

Kpurepusmu ordopa na ayroTI'CK npu AL-amunonnose
B OOJIBIIMHCTBE IIEHTPOB ABJSFOTCS: BO3PAcT<65 JeT, Tpo-
nonun T<0,06 vr/min, CAI>90 MM.pT.CT., KIUPEHC Kpea-
tuanHa>50 mi1/mun/1,73 M? (KpoMe TexX, KTO HaXOIHUTCSI Ha
MIPOrpaMMHOM TIeMOAMAJIN3€E), OLIEHKa Mo Ikane Eastern
Cooperative Oncology Group (ECOG)<2, I umu Il ¢ynk-
nnoHanbHbId Kiacckl CH mo NYHA, ®B>45%, Benuuu-

Tabnuia 4
Pucku aymoTI' CK npu AL-amunoudose [151, 152

I'pynna pucka ayroTT'CK Kpurepun

Huskwuii puck IMopaxxenue 1-2 opraHoB 06e3 IIOPaXXCHUS
cepaua

Kmnpenc kpearnauHa >50 Mii/MuH

IIpomekyTOUHBIH pUCK Bo3spacr < 70 ner

Knnpenc kpearnauza >50 Mii/MuH
1-2 mopa’keHHBIX OpraHa, HOpa)KeHHUe
cepana (beccuMNTOMHOE,

KOMHCHCI/IpOBaHHOC) WJIA TIOYCK

Beicokuii puck Iopaxenue 3 u Oonee opraHoB

CUMITOMBI TIopa)XeHus cepana
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Ha au¢dy3noHHON criocoOHOCTH Jerkux >50% [69, 154].
HecmoTps Ha 3TH OorpaHW4eHus, B MOCICAHEE BpEeMsl OIS
MOXKWJIBIX MAIMEeHTOB, KOTOpbiM mpoBoautcs ayToTI'CK,
pacrer [149]. Tlo nanubM omnyOnukoBanHoro B 2015 romy
aHanu3a, NpoBeleHHOro MexyHapoanbiM LleHTpom 1o
W3YYEHUIO MEePecajKi KPOBH M KOCTHOTO MO3Ta, BBDKHBA-
€MOCTh HanueHToB ¢ AL-aMuinonno3oM nociue TpaHCHIaH-
Tauu yny4mwuiack ¢ 55% (1995-2000 rr.) mo 77% (2007-
2012 rr.). Bo3moxHO, 3TO CBsI3aHO ¢ 0ojiee THIATEIbHBIM
orbopoM manueHToB [147]. OiHaKO HOBBIX MPOCIEKTUBHBIX
WCCIIeJOBAaHUI B 3TOM OTHOLICHUH HE MPOBOAMIIH.

Hayuenmam npomedxcymounoeo PpuUCKa TIPOBOAUTCS
XUMHOTEpanusl aJKWINPYIOIIUMU areHTamu (MendaiaH,
nukiopochamun), 60pre3oMuOOM (B OTCYTCTBUE IEPH-
(depuyueckoil MONMHEUPONATUU) W JieKcameTa3zoHoM. Jlo
HE/IaBHETr0 BPEMEHH CTaHIAPTHBIM PEXKHMOM JUIS allueH-
TOB, HE MOJJIKAIINX TPAHCIUIAHTALINH, ObLITa KOMOWHAITHS
NepopabHbIX MeJdaaHa U AeKCaMeTa30Ha C  JIOCTHIKe-
HueM y 78% rematonorudeckoit pemuccun, npu CRy 31%
manueHToB [155, 156]. K coxanenuto, mpu AIUTEIBHOM
WCIIOJIB30BaHUHU MeJianaHa MOXKET Pa3BUTHCS MHEIOIH-
crmactuueckuid cunapoM. K HacTosmemy BpeMeHH IIO-
Ka3aHO, YTO PEXKUMBI, BKIIOYAIOIIUE OOpTe30MHO, B psije
UCCIICAOBAaHUH dPPeKTHBHEE PEKUMOB Mel(anaH/aexca-
MeTa30H (remartonorudeckuii orser 81 mporus 57%, CR
23 mpotuB 20%) u umkinodochaMua/TannaoMun/ qexca-
MmetasoH [157, 158]. B xauecTBe Tepanuu nepBoi JTMHUU
MoxeT ucnonb3oBatbest CyBorD (o0mmii rematonoruye-
ckuit otBeT 60%, monueiit 23%) [159].CyBorD unu Gop-
Te30MH10/JeKcaMeTa30H NPeANOAYUTENICH A NAllMeHTOB C
MOTEHIMAaIbHO OOpaTUMBIMU MPOTHBOINOKA3aHUAMHU K ay-
T0TI'CK, HEqOCTaTKOM CTBOJIOBBIX KJICTOK WU ITOYECUHOM
HemocTtarouHOCThIO [154]. TlamueHTHsl 6sicoko20 pucka
TaK)Xe MOTYT MOJy4aTh OCHOBaHHbIE HA OOpTe30MUOe HU3-
KOJZIO30BBI€ PEXKHUMBI C MOBBILICHHEM J103 KOKIYI0 HEJEI0
oJ1 cTporuM KoHTposeM [150].

[Ipu reMaToNIOTHYEeCKOM pEelHIUBE NPUMEHSAIOTCS Te
e Tpernaparsl, KOTOpble ObUIM HCIIONB30BaHbl B MEPBOU
munud. [Ipu pedpakTepHOCTH K MEPBOH JIMHUHM TEparuH
— CMEHa Tepanuu Ha PEeKUMBI C UCIOIb30BAaHUEM HMMY-
HOMOJYNATOPOB (JCHATUAOMHIA, IMOMAJHIOMHUIA), HH-
ruouTOpa MpOTEacoM HKcazoMuba WM OeHIaMyCTHHA
[155,160]. IlpuMeHeHne MOHOKJIOHAIBHBIX @HTHUTEIN IMPO-
TUB IJIa3MalKUTOB, HanpuMep, anTu-CD38 maparymymaba,
JaeT XOpOIIMK reMarosiornueckuii orser (76-80%), wux
WCIOJIB30BaJM Y MAlMEHTOB C PEUUAMBAMHU WIH pedpak-
TEepPHOCTHIO K Tepanuu [161]. KapauansHeiii oTBeT ObLI 1O-
amydeH y 33%, nmoueunsiil y 32% nanuentoB. Benerokinakc
nobasmsicss k CyBorD ans moBeimenus 3QpQpeKTHBHOCTH
Tepanuu y naiueHTos ¢ t (11;14) u yacTHYHBIM OTBETOM Ha
tepamnuto [162]. [IpomgomxkaroTcs Takke MHOT00OCIIAI0IIHEe
uccnenoBanus /11 ¢pa3bl MOHOKIIOHANBHBIX AHTUTEI K JIET-
kuM 1ernsam [163, 164].

TpaHcIulaHTaLUsl TOPAKEHHBIX aMWJIOMJO30M Opra-
HOB — XOpOLIasi ONUHUS y MAalUEHTOB C reMaToJOrHYeCcKOU
pemuccueit unu ayto TI'CK, HO 3TO Bpsz Jin peanbHO AT
MOXKUJIBIX, XPYNKHUX MAIlMEHTOB, OCOOEHHO MPH MYJIBTHOD-
raHHOM TopaxkeHuu [165].

Reviews

Jlewenue ATTR-amunoudosa

Mertonom BeIOOpa y MOJNOABIX OOJBHBIX ¢ HEHponaTuei
u myranueit Val30Met ocraercs TpaHCIUTaHTAIMsI [IEYCHH,
paHee — eIUMHCTBEeHHAs ommus s nedeHus [166]. Kak u B
Cllyyae TPaHCIUIAHTALUK CepaLa, Y IOKUIIBIX OOJBHBIX JaH-
HBIM METOJ] JIEYEHUU HEe UCTIONb3YIOT. OCHOBHOW MUIIEHbBIO
TEpareBTUYECKOT0 BO3JCHCTBUS B HACTOAIIEE BPEMSI SIBIIS-
erca cam TTP. Mosekysbl, mogoOHbIe IO CTPYKTYPE THPOK-
CHHY, Yepe3 ero CaiiThl CBA3bIBAHUS OOBEIUHAIOT aMUIONI0-
renHble MoHOMephl TTP B crabunbhelii TeTpamep [167]. Ta-
(damuauc, nepuBaT OEH30KCa30M1a, 3aPETHCTPUPOBAHHBIA B
P®, npumensiercs B no3ze 20 mr B cytku Juist tedeHuss AT TR-
aMIJION]1032 Y B3POCJIBIX C CUMIITOMATHYECKON MOJIMHENPO-
matueit | cranuu u y marueHToB ¢ MPOTUBOMOKA3aHUIMH K
TpaHcIulaHTauuu nedenu [168, 169], B 2018 roxy momyumn
onobpenne FDA nnsi jedeHus] TPaHCTHPETHHOBOW KapaHo-
muonatuu|168]. AudmyHucan OTHOCHTCS K HECTEPOUIHBIM
MIPOTUBOBOCTIAJIUTEBHBIM TIpenapaTaM, MOKET HHIHOHPO-
Bath (pubpmworenes odoux tunoB ATTR, B nccienosanun
1I/111 pazbl mokazan 3HAYMMOE YITy4IlIeHHE HeHPOaTHIeCKON
IIKaIbl y MAIMeHTOB ¢ aMWIOMAHON monuHeipomnatueit. K
COXKaJICHUIO, IPH JJIMTEIIFHOM IPUMEHEHHHU Mpenapar oka-
3BIBAET TOKCHYHOCTb, CBONCTBEHHYIO IpYIIIIE HECTEPOM/I-
HBIX IIPOTHBOBOCTIATUTEIBHBIX Mpenaparos [170].

Mausie monekyinsl PHK mpencrasnstor co6oit HeOGob-
1€ CHUHTETUYECKHE OJHOHHUTEBHIC MOCIEI0BATEIbHOCTH
HYKJICMHOBBIX KHCJIOT, UHTHOUPYIOLIHE CHHTE3 «IIEIEBOTOY
Oenka MyTeM CeJeKTHBHOro cBsi3biBanusi ¢ ero PHK, uro
MpeNoTBpaIiaeT mnpouecc TpaHcmsinuu. Oxkupgaercs, 9TO
9Ta crparerus Oyaer s3¢ppexTuBHON s aedenuss wtATTR-
KapAMOMHUONIATUH 3a cueT cHMkeHus cunre3a TTP, noctu-
raromeir 80% [171]. Ha ¢one npuema narucupana (kom-
Mepueckoe HazBaHue Onpattro) B uccnenoBanuu 111 dazer
y manuenToB ¢ ATTR-Heliponarueil OpU10 MTPOAEMOHCTPH-
POBaHO 3HAUUMOE YIy4IIEHHE CUMIITOMOB 1O MOAU(HIH-
POBaHHOM 1IKaJe HelponaTnyeckux Hapymenui NIS [172].
AHTHCMBICIIOBBIE ONUTOHYKIEOTH B! (ACO) — 3TO XUMHUe-
CKM MOAW(ULMPOBAHHBIC OJUTOHYKJICOTUIBI, CEJIEKTUBHO
cem3pBaromuecs ¢ PHK B kimetke u mpemoTBpamaromniye
3KCIPECCUIO0 TapreTHOro MPOTEHHA MyTEM BMEIIATEIbCTBA
B Tpancisinuio. ACO unotepcen (Tercenun) omoOpeH B cTpa-
Hax EBpocoroza u CIIIA jnst nedeHust HaciaeICTBEHHOM
aMUJIOUTHOM TTOTMHEUPOTIATHH.

Takxe B HacTosiee Bpems usydaercs 3pQekTHBHOCTD
MIPUMEHEHUS] KOMOMHUPOBAHHOM Tepanmuu JTOKCHUIIMKITHOM
U Taypo-ypCOAE30KCHUXOJIEBONW KHUCIIOTOM, KOTOPbIE yMEHb-
LIAI0T arperanuio aMIIONIHbIX Guoput. JJOKCHIMKINH B
HACTOAIIee BpeMs U3y4aeTcs Kak aIblOBaHT K aHTHILIa3Ma-
KJIETO4HOM Tepanuu npu AL-amunonnose [155].

Jlewenue AA-amunouoosa

[Tockonbky OOBIYHO B OCHOBE OOJIC3HH JICKUT CHCTEM-
HbIM BOCHAJIUTENBHBIA MpOIECC, JIEUCHHE aMHJIOWI03a —
9TO, TpEeXJe BCEro, JEYEHHE OCHOBHOIO 3a00JeBaHUSL.
Crnenupuyeckue METOAbl JICYCHUs (XHPYPrHYecKoe Jiede-
Hue npu Oone3nu KacrenbmaHa, BRICOKHE 03Bl KOJMIXUIITHA
npu cemeHoM Cpeau3eMHOMOPCKOM JINXOpaJKe W MPOTHU-
BOTYOEpKyJIe3Hble IMpernaparbl npu TyOepKynese) 3HauuMOo
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CHIDKAIOT YpOBeHb SAA M yiydIinaroT nporsos. B kadectse
MEPCIIEKTUBHOTO PacCMaTpUBacTCsd MOHOKJIOHAIBHOE aHTH-
TEJIO MPOTUB MHTEPICHKNHA-6 TOLMIN3YMal, KOTOPOE MpH
WCTIOJIb30BAHUM JUTS JICUCHUS] peBMAaTHYECKHUX 3a00JIeBaHUA
CYLIECTBEHHO CHMKAET YPOBEHb LIUPKyIUpyomero SAA, a
TaK)K€ YMEHbIIAET BbIPAXKEHHOCTh IPOTEUHYPUH Y TallUEH-
TOB C CEMEHHON CpeIn3eMHOMOPCKOI Tuxopaakoit [173].

HecMmotps Ha Bce orpaHuyeHHs ¥ TPYAHOCTH B JICUEHUH
noxxwibix nanuenTos ¢ AKMII, ycnexu tepanuu amMuiou-
J103a BCEJISIOT HAJEKAY €lIe B CBSI3U U ¢ TeM (PaKTOM, 4TO
110CJIE YHUYTOKEHHSI MMaTOJIOIMYECKOTO KJIOHA, €CIIH Talu-
€HT MPOXKUBET AOCTATOYHO J10JT0, (DYHKIUS OPTaHOB MOYKET
BOCCTaHABJIUBATLCS, MMOCKOJIBKY OTHOCHTEIBHO HEpacTBO-
PHUMBI aMUIOH], B KOHIE KOHIIOB, CIIOCOOEH MEeTa0oNn3u-
poBatkCs M pa3pymiarhesi. [lepcreKkTruBbl B JIGYEHUH aMUIIO-
HJ103a CBA3BIBAIOT C UCTOIB30BaHUEM aHTUTEN K SAP[174].
B uccnenosanuu Ib ¢a3er Ob110 MOKa3aHO, 4TO HCIIOIH30BA-
Hue uHrubutopa SAP mupuzaecana, ¢ mocieayrOMM IpH-
MEHEHHEM MOHOKJIOHAJIbHOIO T'yMaHU3WPOBAaHHOI'O AHTH-
tena Kk SAPnezammusymaba, KOTOphI B HAcTOsILIEe BpeMs
H3ydaeTcsl Kak mpemnapar ans jedeHus Al-amumionnosa,
MPUBOJHT K UCUE3HOBEHHIO (PHOPUILT aMUIION A U3 TICUEHH
U CEJIE3EHKH, MOJATBEPKIECHHOMY PE3YJIbTaTOM CLUHTUIpA-
¢buu ¢ 'PI-SAP [175].

3akioueHue

Huarnoctuka AKMII B moXujiaoM M CTapyeckoM BO3-
pacTe 3aTpyAHEHa HaJIM4YHEeM COIyTCTBYIOIIUX 3adoieBa-
Huii. HeoO0XoguMO IMOMHHUTH O TOM, YTO, XOTS B IIOXKH-
JIOM M CTapyeCKOM BO3PACTE MPEBATUPYIOT ONPEACICHHbIC
TUIIBI aMUJION1032, OH MOXKET OBITH JIIOOBIM, a TAaK¥Ke BO3-
MOXXHO COYETaHHE PAa3HBIX BUAOB aMUJIOWAHOTO MOpa-
xeHud. [loxunple manueHTsl 0ojiee paHUMBI BCIECICTBHE
HaJMYUsl COMYTCTBYIOIIUX 3a00JieBaHMiA, OOJBILOTO KO-
JMYECTBAa MPUHUMAEMbIX MPEnaparoB, OTPaHUYEHUS IIO0-
BCEJHEBHOU IEATEIbHOCTH, COLUATBHON H30JSALHUN U Pel-
KOro BKJIIOUEHHS B KIMHHYECKHE MPOTOKONBL. HecMmoTps
Ha PaclmpoCTpaHEHHOE MHEHHE O IUIOXMX TEePCIEeKTHBAX
tepariun AKMII B moxxuiom Bo3pacte, HEOOXOAMMO Ha-
MPaBISATh YCUIIMS Ha BBIABICHHE PaHHUX CTaiuid 3a0oJe-
BaHUS, YeMy CIOCOOCTBYeT WH(OPMHPOBAHHOCTH MEIH-
LUHCKOTO coobuiecTBa U (POPMHUPOBAHUE HACTOPOKECHHO-
cTi B oTHOLIeHUU puckoB AKMII, ocoOeHHO akTyanpHOU
B JJaHHOW BoO3pacTHOU rpymme. HemaBHue MOCTHXKEHUS B
WCIOJb30BAHUU OMOMAapKepoB IJsl paHHEH TUArHOCTHKH
AKMII, crparuukanuu pucka ¥ MOHUTOPUHIE OTBETA Ha
TEpaInuio, COBEPIICHCTBOBAHHE HEMHBAa3HBHBIX METOJOB
JUAarHOCTHUKH, pacluBeT HOBOH, 3¢ dekTuBHOM aHTHIIIA3-
MaKJICTOYHOW Tepamuu W BHEAPEHUE aHTH-aMHUJIOMIHOMN
TEpanuy MpH APYTUX THIAX aMUJIOUA03a CepAlla MEHSIOT
KIMHUYECKOE BEACHUE ITOT0 3a00JeBaHMSA W TO3BOJISIOT
CYLIECTBEHHO YIYYIIUTh NPOTHO3. IMEHHO MO3TOMY BaXK-
HO JICYUTh U CTPEMHUTHCA K OBICTPOMY OTBETY Ha TEpaIHIo
JTayke B ATOM CIOKHOM KIMHUYCCKON CUTYyaIUH.

QDunancuposanue. VccnenoBanue He UMENO CIIOHCOP-
CKOM MOMIICPKKH.

Kongnukm unmepecos. ABTOPBI 3asBIAIOT 00 OTCYT-
CTBHHU KOH(IMKTa HHTEPECOB.
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