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AL-aMmunnounpo3 — 3To AUCMPOTEMHO3, BOBEKAIOLLUIA pa3fMyHble OpraHbl U CUCTEMbI, YTO MPUBOAUT K XXU3HEYrpodXKaloLLen op-
raHHoM HepocTaTo4yHOCTU. 3a6onieBaHNe OTHOCUTENIbBHO PefKoe, U CyLLeCTBEHHOM NpoGnemoin SBnsieTcs No3aHAsa AMarHoctuka,
ocobGeHHo amunonaosa cepgua. AL-aMmnnonaos pasBuUBaeTcs B pesysibTaTe BHEKJIETOYHOIO OT/1I0XXKeHUs pUGPUI, KOoTopble COCTOSIT
13 MOHOKJIOHA/bHbIX JIErKMX Lieneri UMMYHOI06yNMHOB (COOTHOLLEeHMe NAMGAa K Kanna — 3:1). laxke Nnpy HeGONbLLIOM KIloHe
nnasmMarmyeckux KneTok BO3MOXHO pa3BMTUE MacCUBHOMO NMOPaXKeHUs opraHa AaHHbIMU OT/IOXKEHUSIMU. ITO COCTOSIHNE MOXKET
COMPOBOXAATb MHOXXECTBEHHYIO MUeSIoMY WU ApYyrue BapuaHTbl B-numdonponndepatnBHbix 3ab6oneBaHU U ANarHocTMpoBaThcst
CMHXPOHHO. AMMNIONA,03 4YacTo He AMarHoCTUPYeTCs, NOCKONbKY NPU3HAKU U CUMMTOMbI MOTYT UMUTUPOBATb CUMNTOMbI Gonee
pacnpocTpaHeHHbIx 3a6oneBaHN. C MOMOLLbIO paHHeN ANAarHOCTUKMN BO3MOXKHO NPefoTBPaTUTb NMporpeccupyloLLee NoBpeXxaeHme
opraHa. KoppekTHoe ctagmpoBaHue 1 onpeaenieHne NPorHocTu4eckn 3HaunMbix (pakTopoB A0 HaYyana Tepanuu YpesBblyaliHO
Ba)KHbl BBUAY Pa3fMYHbIX TepaneBTUYECKNX NOAXOA0B 1 onpeaeneHns cTpaterum B LiefioM Afis KaKaoro naumeHTa UHAUBUAY-
anbHo. HepocTaTok NpocnekTUBHbIX UccienoBaHnn, ocobeHHo il pasbl, — ogHa U3 caMbix 6onbLIMX Npo6Gnem B HayKe neyeHus
AL-amunounpo3sa. PeXxxumbl Tepanuu, npumeHsieMble Afs fie4eHUsi NaLuneHToB C MHOXXeCTBEHHOM MUeNIoOMOM, 3 Pa3HOW CTerneHbio
ycrexa Ucnosb3yloTcsl B KauecTBe Tepanum aHHoro 3aboneBaHus. B ctaTbe paccMOTpeHbl COBPeMEHHbIE MOAXOAbI K AMarHocTuke
M NleYeHUIo NaLMEeHTOB C aMUTOMA,030M JIErKMX Lierne MMMYHOrI00yNIMHOB, BKJTlOYasi CTAaHAAPTHbIE METoAbI, a TAK)Ke uccnegyemble
B AlaHHOe Bpemsi. BbkuBaemocTb npu AL-amunonpose 3aBUCUT OT pacnpoCcTpaHeHHOCTU NOopPaXXeHUs, KONnYecTBa OpraHoB, BO-
BJiIeYeHHbIX B MaTonormyeckui npouecc. Hambonee 3SHauYMMbIM ABASIETCS HANIMYMe aMUIIONA,03a CEPALLA, KOTOPbIN pacLeHuBaeTcs
B KauecTBe HeGnaronpusaTHOro NPOrHoCTUYeCckoro NpusHaka. OgHaKo ¢ 3BosoLMer MOAXOA0B K JIeYeHUIO Y 3HAYUTENbHOM YacTu

nauneHTOoB yaaeTcd A0CTUYb ycnexa Tepanun. OueHKa reMmaTosiorm4eckoro oTseTa fIBNeTcs KJto4eBbIM q3aKTOpOM.

KnioueBble cnoBa: ammionn0o3 1erkux Lene; AnarHoCTvka; J1e4eHme.

AL-aMwiIonao3 — QUCIPOTEUHO3, OTHOCSIIIUMCS K TeMO-
o6macro3aMm. [lokazatenp 3aboseBaemMocTu — 10 manneHTOB
Ha 1 000 000 HaceneHus B rox [1-5].

AL-amuonno3 — 3a00s1eBaHue, PYU KOTOPOM MOHOKJIOHAJIbHBIC
JIETKHE 1IeTT MMMYHOIJIOOYJIMHOB OTKJIAIBIBAIOTCS B TKAHSIX B BUIE
maparipotenHoB. neHTrduimpoBaHo 6otee 30 pa3IMIHbIX CTICIIN-
(UYHBIX GEJIKOB, CIIOCOOHBIX (hOPMUPOBATh (PMOPHUILTEI AMIIIOMIA,
13 KOTOPBIX IMSITh MOTYT MPUBOAXTH K aMUion103y. C MOMOILIbIO Tna-
THOCTHKHU Ha OCHOBE MacC-CIEKTPOMETPUU MOCTOSTHHO BBISIBIISTIOT BCE
0oJIBlIIee KOJTMUYECTBO MOIBApUAHTOB 3a00J1eBaHsI. AL-TUm aMuion-
11032 BCTpeyaeTcst 00siee YeM y ¥ NaliueHTOB 1 BbI3BaH KJIIOHOM IUTa3Ma-
TUYECKHUX KJIETOK, KOJIMUECTBO KOTOPBIX B KOCTHOM MO3Ie Y TIOJIOBUHBI
naiueHToB He nipeBbitnaeT 10%. KimHuueckue rmposiBieH st pa3HbIX
BapMaHTOB aMIJIOMI03a HeCTIELIM(DUYHBI, MOTYT OBITh UTIEHTUYHBIMU
TMPU pa3HbIX BApMAHTAX aMJIONI03a M BKITIOYAIOT IMOPaXKEeHUE cepia
M TIOYeK, KaK COueTaHHOE, TaK U M30JIMPOBAHHOE, YTO BO3MOXHO
TPYTIO00M M3 TTOATUTIOB [ 1,2, 5, 6]. MUIIIeHSIMU 17151 OTJIOKEHMUST aHO-
MAaJTbHBIX JIETKUX LETIE UMMYHOIJIOOYJTMHOB MOTYT ObITh Pa3IMYHbIe
OpraHbl, OTHAKO BbDKMBAEMOCTb MALIMEHTOB HATTPSIMYIO CBSI3aHA C BbI-
PpaXkeHHOCTBIO opaxkeHus cepana. [Tpu AL-amuionnose Hauboee
YacTo MopaxaeTcst ceplie, MOUKU, pexke — MITKUe TKaHU, TIeYeHb,
niepucdepryeckast U/ aBTOHOMHast HEpBHasi CUCTEMa, 3KeJTyI0YHO-
KUIIEYHbIN TpakT. TpanctupennHoBblll — ATTR-amMunonno3 — ato
BTOPOIA 10 YaCTOTE BAPUAHT aMUJIOMI03a, TTPU KOTOPOM TaKXKe YacTo
ropaaercsi cepieuHast Mbiia (taos. 1).

3a mocienaHee AeCSATUWIETUE YIyUlIMJIOCh TOHUMaHUE aTo-
reHe3a MopaxeHust opraHoB aMmuonaoM. C 3BOJTIOIMEH 3HAHUI
0 TAaHHOU TATOJIOTUN OBICTPOMEHSIIOIIMIICS TTOAXOM K JICYCHUIO
YBEJIMYMIIT JUTUTEIBHOCTD XKU3HU MAIMEHTOB C 9TUM 3a00JIeBaHUEM.
CoracHO pa3IuYHBIM JaHHBIM 00111as1 4-J1eTHSISI BBDKMBAEMOCTh
koJiebsercst ot 40 1o 60% [1]. OnmHako Bce ellle OrpOMHOM TTpo-
0JIeMOIi OCTaeTCsl paHHsISI CMEPTHOCTb OT PaclpOCTPAHEHHOTO
cepAeYHOro nopaxeHus cepatia. OCHOBHbIMU TPUIMHAMU CMEPTH
MaluueHTOB ¢ AL-aMUJIOMI030M SIBJISIFOTCSI IIPOTPECCUPOBAHKE CEP-
neyHoit HenocrtatouHocTy (CH) m BHe3arnHas cepaeuHas cMepTh
BCJIEICTBUE JIEKTPOMEXaHUYECKON NUCCOLMALMM WK XKU3He-
YTPOXKAIOUINX KEeTyT0YKOBBIX apUTMUii |2, 3].
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TaGnuua 1. Tunbl ammnonaosa 1 OpraHbl-MULLEHN
Tun amunouga OpraHbl-MULIEHU

AL Jlerkue uenn ummyHorno6y-  CeppLe, noyku, Markue Tkauu, ne-
JINHOB YeHb, nepudepuyeckas n/um as-
TOHOMHasi HepBHas cucTema,
XENY04HO-KMLLIEYHbIIA TPAKT
ATTR TpaHCTUPEHVHOBBI MNepudepnyeckas n/wnn as-

(MyTaHTHBI TMN)
TpaHCTUPEHVHOBBIN (ANKNiA)

TOHOMHasa HepBHasa cucTe-
Ma, cepaue, rnasa, nouku,
NeNnTOMEHUHreasnbHble 060104KM

AA CblBopoTOuHbIii amunong A Ceppale, CBSI3KM, CUHOBMANbHbIE
(SAA) 060n0yku
AApoAl  AnonunonpotenH A-| lMoyku, neyeHb, cepaue, WMTOBUA-

(MyTaHTHBIA TVN) Hasg Xenesa, aBTOHOMHAs HepBHas
CUCTEMA, XENYA0YHO-KMULIEYHbIi
TpakT

ALECT2 CbiBOpOTOYHBI Genok, dak-  [o4ku, neyeHb

TOP XEMOTaKCUca NENKOLUTOB

KJIMHUHECKASA KAPTUHA U ANATHOCTUKA

Kak yrnoMuHanoch Bbllle, MPU aMUJIOUI03€ BOBJIEKATHCS
B MATOJIOTMYECKUI TIPOLIECC MOTYT HECKOJIBKO OPraHOB, M KJIM-
HMUYECKasl KapTUHA 3aBUCUT OT CTEIEHU MOPaXEHUsI aMUJIOUIOM
opraHa-muineHu. KimHnyeckass MUMUKPHS CBSI3aHa C OTCYTCTBU-
eM crenrIecKux CMMITOMOB AL-amMuiionaosa.

K coxaneHuto, nepBUYHbIi aMUIONI03 JIETKUX LIeTei UMMY-
HOTJIOOYJIMHOB C TIOPaKeHWEM Cepjlia AMarHOCTUPYETCsT OUeHb
nosaHo. [Toutn B 40% ciyyaeB 3abosieBaHUe UASHTUGDULUPYIOT
6oJ1ee yeM uepe3 roj rmociie nosBieHus cuMmnromMoB. Okouo 30%
MalKXeHTOB YMUPAIOT B TEYEHUE 3TOTO BPEMEHU, HECMOTPSI Ha CO-
BEpPILIEHCTBOBAaHKE TOIXO0/1a K Tepariuu 3Toro 3aboyieBanust 6, 7).

Cpeny KIMHUYEeCKUX MPOSIBICHN I aMUJION103a JIETKUX LIeTei
WMMYHOIJIOOYJIMHOB JTOMUHUPYIOT: CUJIbHASI YCTAJIOCTh, MOTEPSI
Macchl Tejla, OpTOCTaTUYeCKasi TUTMIOTEH3UsI, OABIIIKA, OTCKH,
MPOTEUHYPUSI, KapMaJbHbIi TYHHEJIbHBII CUHAPOM, Tiepudepu-
yeckasi HelporaTrsi, aBTOHOMHasl HeiiporaTusi, mocTypaibHast
TUIIOTeH3HUsI, 9PEKTUIbHAS AUCHYHKLMS, AMCHYHKIIUS MOUEBOTO
Iy3bIpsl/KUILIEYHUKA, TeTTaTOMETaIMsl, MaKPOTJIOCCHSI, TIEpUOPOM -
TaJIbHAs MypITypa, «[1epeMeKalollasi XpOMOTa» HUXHEHN YesTI0CTH.

ISSN 2410-2792




DTOT CIMKMCOK MOXKET JOIMOJHIATLCS B 3aBUCMMOCTH OT Pacrpo-
CTPaHEHHOCTH MOPAXEHUsI aMWIOUIOM. PaHHMX MpU3HAKOB 3a-
0oJ1eBaHuUsl, K CoXaleHu10, HeT. Ho ciieyeT MoMHUTDb O TapreTHOM
MOIYJISILIMKM MAlMEHTOB ¢ MOHOKJIOHAJIbHBIMU raMMarnaTusiMu,
KOTOpBIe TOABEPXKEeHBI pa3Butuio AL-amunonnosa. B kauecTse
CKPMHUHTOBBIX 00CIeI0BaHUIT HEOOXOAMMO UCIOIb30BaTh OMO-
MapKepbl CEpAEYHOT0 U PEHAIBLHOTO MopaxkeHust: N-KOHLIEBOM
npoHarpuitypernueckuit nentun tur-B (NT-proBNP), Tpomno-
HuH T u/unm [ 1 CyTOYHYIO MPOTEUHYPHIO. DTU OOCIIeI0BaAHNS
MOTYT TOMOYb CHU3UTb MO3IHIOI0 TMAarHOCTUKY aMUJIOUI03a Y Ta-
LIMEHTOB C MOHOKJIOHAJIbHBIMY FraMMaraTUsIMK HEOTIPeIeIeHHOTO
reHe3a v HapyLIeHHbIM COOTHOILIIEHUEM CBOOOIHBIX JIETKUX LeTei
(free light chains — FLC) uMMyHOTJ1I00yJIMHOB.

OcHOBHbBIE dX0Kapauorpadguueckue nMpu3Haku aMuiIon103a
cepilia: CUMMETpUYHas TUrepTpodust Muokapaa, npeumyiie-
CTBEHHO JIEBOTO XEJIyJA04YKa, TUJaTalusl Mpeacepauii, nepu-
KapIuaJbHbIA BBIMOT, YTOJIIEHUE CTBOPOK KJIAlTaHOB, 3epHHUC-
ToCTh MUOKapaa [3]. OgHako 3TH TpU3HAKM 00J1aaloT HU3KOM
TOYHOCTHIO Ha PAaHHMX CTAIMSIX U HE MO3BOJISIIOT MPOBOIUTH
nuddepeHInaTbHYI0 AMarHOCTUKY C IPYTUMU 3a00JIeBaHUSIMU,
KOTOpBIE COMPOBOXIAIOTCS KOHIEHTPUUECKOI rumneprpodueit
JIEBOTO XeJynouka. J{jist AMarHoCTUKY aMUJIOUIHOTO MTOPaXKeHUsI
HEOOXOIMMO MIPOBOINTH KOMILJICKCHYIO 9XOKapauorpahuiecKyo
OLIEHKY cep/ua, KoTopasi, IOMUMO CTaHIApTHON dXOKapauo-
rpadun B M- u 2D-pexnmax, BKIIOYaeT aHAJIM3 CETMEHTapHOM
CUCTOIMYECKOI (YyHKILIUHU JIEBOTO Xelyaouka (MmpoaosbHasl,
LIMPKYJISIpDHAst U paaraibHas aedopMaiiys ¢ MOMOIIBIO CIEKII-
TPEKUHT-3X0Kapauorpadun), aHaIu3 IMacTOIMIECKON QYHKIIMU
JIEBOTO KeJTyI0uKa, a TAKXKE OLIEHKY (DYHKLIMY TTPABOTO KeJTy104-
ka [3, 18]. B Hacrosiee BpeMsl yCTaHOBJIEHa pPOJIb MAaTHUTHO-
pEe30HAHCHOM ToMorpaduu B IMarHOCTUKE aMUJIONI03a Cepala.
JlaHHOE MCCIieIoBaHUE BXOAUT B MepeueHb 00si3aTeIbHBIX COTJIac-
Ho cymiectByomuM pekomeHmanusm (NCCN 2018). Metox mar-
HUTHO-PE30HAHCHOI BU3yalu3aluuu 001a1aeT BbICOKOM YyBCTBU-
TeNbHOCTBIO (88%), crieliUIHOCTBIO (95% ) 1T IPUKU3HEHHOTO
BBISIBJICHMSI aMUJION103a CeP/ILIa, TIO3BOJISIET ONPEACTUTh HATMYKe
30H C MOPaXXEHHBIMU KAPIMOMUOIIMTAMU BCJICACTBUE HAKOTUICHUST
aMUJION/Ia B MEXKKJIETOUHOM IPOCTPAHCTBE U N bepeHInpoBaTh
WX OT HEM3MEHEHHOTO MroKapna [8].

YcraHoBieHUe AMarHo3a TpedyeT Mop¢oJoruueckoro moji-
TBEPXKIECHUSI MMOPAKeHUs aMUJIOUIOM opraHa/TkaHu. Haubonee
MPOCTBIM M TOCTYIHBIM MECTOM OMOTICUHU SIBJISIETCS KHUPOBast
KJIeTYaTKa IepeaHeil OpIolHoi cteHKu (Meton obmamaet 80%
YyBCTBUTEJBHOCTBIO). B ciyyae oTpuuaTebHOro pe3yjbTaTa
BO3MOXXHO TPOBEIeHUE OUMOTICUU CIU3UCTON OOOJOUKU I1IEKH,
NMpsAMOii KULIKKU, Hedpoduorncuu u T.1. O0s13aTeIbHBIM Mepejt
BBITIOJIHEHHWEM TAHHOM MPOLEIYPHI SIBJISIETCS] OLIEHKA TeMocTasa.
Oco0eHHO OITacHOM B ciIy4yae aMMJIOMIACCOLMMPOBAHHOM Koa-
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PI/ICyHOK. [MonoxmnTenbHas okpacka TKaHW MOYKU KpacuTenem
KOHIo KpaCHbIM
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IyJIOMAaTUU MOXET 0Ka3aThCsl OMOTICUS TIEYeHU, KOTOpasi MOXET
3aBEepIIUTHCS JIeTaTbHBIM KPOBOTeUeHHEeM. buoricust Muokapaa
MPOU3BOJUTCS B CIIydasiX, KOT/a eCTh MOA03PEHMUsT Ha aMUJION103
13 HEMHBA3MBHBIX TECTOB, HO MPH MPOBEACHUU OUOTICUU APYTUX
TKaHei OTJI0XEeHMsI aMUJIOMa He BbISIBJICHbI [9)].

XapakTepHbIM JIJIsSI aMUJIOUI03a SIBJISIETCS TIOJIOXUTEIbHASs
OKpacka KOHT0 KpaCHBbIM MPU MOPGOJIOrMUECKOM UCCIIeI0BaHNN
(pucyHoK). OnHAKO cieyeT MOMHUTB O TOM, UTO JII0ObIE aMUJIOUT-
HbIE OTJIOXKEHHUsI OYIYT UMETh MOJIOKUTETbHYIO OKPACKY C TaHHBIM
peakTUBOM, a UCKJTIOUEHHUE APYTUX TOATUIIOB aMUJIOUI03a SIBJISI-
eTCsl KpUTUIECKHU BaXKHBIM. MeToa (hJII00pecLieHTHOM MUKPOCKO-
MUY 1 UMMYHOTUCTOXMU C aHTUTeIaMM K K (kKamma) u A (J1siM6aa)
LIETISIM UMEET JOCTATOUYHO BHICOKYIO YYBCTBUTEILHOCTD U CIIELIM -
uyHOCTb M B Gosiee yeM 95% cityyaeB MO3BOJISIET MPABUIBHO
kjaccuuUMpoBaTh aMUiIon103. B cirydyasix HeuHbOpMaTUBHOCTU
CBETOBOIl MMKPOCKOITMY 1 UMMYHOTHCTOXUMUM MOXET OBITh 11e-
J1IeCOOOpa3HbIM METOJI MacC-CIIEKTPOMETPUM — JOPOTOCTOSIIIEH
METOIMKU, TIPU KOTOPOI MTPOBOAUTCS JIa3epHast MUKPOIUCCEKIIUST
KOHT'O KPACHBIM -ITOJIOKUTEILHBIX 001aCTel CI1aiiIoB, MOJYyYeHHBIX
13 napapuHOIMOAOOHBIX OJIO0KOB.

IIpu moctaTOYHOM MaTepUabHO-TEXHUYECKOM OCHAIEHUHU
MPOBOJST CEKBEHUPOBAHUE T'€HOB I UCKIIOUEHUST WU TOJI-
TBEPXKIEHUS BO3MOXHOTIO HAcJeICTBEHHOro aMMJIONI03a.
CuuHTturpadus cepaia ¢ KoCTHbIMU Tpaccepamu (¥ Tc-3,3-
nudochoHo-1,2-TporraHonMKapOOHOBOI KUCIOTHI WA TTUPO-
docdara) moxeT muddepeHIUpoBaTh AL-aMII0MI03 OT TpaHC-
TUPEHUHOBOTO aMUJIOMI03a (CUJIbHOE TOTJIOIIEHHE), a TaKXKe
oT ATTRwt (mukuii TN TPAaHCTUPEHMHOBOTO aMUJIOUI03a, — pa-
HEe — CEHUJIbHBII CUCTEMHBIN aMUJIOU103), OCOOEHHO Y MYXXUUH
MOXMJIOro Bo3pacra [6].

KJI0H mia3MaTuyeckux KJIeToK B KOCTHOM Moare rpu AL-
aMIWIONI03€, KaK YIIOMUHAJIOCh BBIIIE, YaCTO HEOOJIBIION, U 00-
cjeoBaHMe TalMeHTa MOJIKHO BKJIIOUYATh MMMYHO(DUKCAIINIO
ceIBOpOTKM KpoBM 1 Mouu. FISH nisg ompenenenus Hammdaus
t (11;14) moMoxeT BeIOpaTh TeparneBTUYeCKui moaxon. Hampumep,
¢ HannuMeM TpaHcaokauuu t (11;14) B KOCTHOM MO3re maluueHTa
MOBBIIIAETCSI PUCK MOTEHUMATbHON Hea(h(EeKTUBHOCTU OOPTE30-
MHOCOIepXKaIIuX cxeM, a aHoManus 1q21 roBoput o pecdpakrep-
HOCTU K pexumy M-dex (MmencdanaH + gekcamerasoH), Mpeoao-
JIMMOM C TIOMOILBIO TPUMEHEHUS OopTe30M1r0a U ayTOJOTMYHON
TpaHCIUIAaHTALIMU CTBOJIOBBIX KiIeTOK (ATCK).

BaxxHoe 3HaYeHMe B AMarHOCTUKE aMUJIOMI03a UMEET OTpe/ie-
nenne FLC uMMyHOT100yTMHOB CHIBOPOTKY KPOBU, IIPU KOTOPOM
pacno3HaoT noaTun AL-aMuaonao3a B 3aBUCMMOCTU OT LIETIEH,
B CTOPOHY KOTOPBIX HapylieHo ux cooTHoineHue (FLC-ratio) —
A wiu k. B 3 pasza yallie IMarHOCTUPYIOT aMUJIOMI03 C TUIIePITPO-
IyKIMei A-uereid. PazHuiia Mexay KoJIM4ecTBOM BOBJICUEHHbBIX
U HeBoBJIeYeHHBIX Jierkux uerneit (AFLC) umeer 3HaueHue mjis
CTaAMPOBAHUSI U OLIEHKHU 'eMaToJIOrMYECKOr0 OTBETA Ha Teparuio.
Kpome Toro, aToT mokasartesib BBICTYIAeT B POJIU MPOTHOCTUYE-
ckoro dakropa. Onpenenenune dFLC B couetanun ¢ NT-proBNP
O3BOJISIET BBIICIUTD MALIMEHTOB ¢ OCOOEHHO HEOIaronprsTHBIM
nporHosowm [10].

B 2004 r. uccnenosatenssmu Kimmnuku Moaiio (Mayo Clinic)
Obl1a MpejioXeHa cucremMa ctaaupoBaHust AL-amunounosa,
KoTopast BKiItoJasia orneHKy ypoBHsI NT-proBNP u tponoHu-
HaTumm [[7]. B2012 r. oHa Obl1a ycoBepIIeHCTBOBAHA U AOTIOJIHEHA
(tabs. 2). [ToporoBblie 3HAUEHUST YKa3aHHBIX MAPKEPOB ITOBBICUINCH
1o 1800 ur/n mis NT-proBNP u 0,025 vr/mi wist TportoHuHa T,
dFLC — 180 mr/n (Mayo Revised Criteria) [11]. [Tpu Hanuuun
KJIMHUKO-MOPGhOJIOrMUECKUX, MHCTPYMEHTAIbHBIX (3XOKapau-
orpacust + cTpeiiH, MarHUTHO-pe30HAHCHas1 Tomorpacdusi) 10-
Kas3aTeJIbCTB aMuiIonn03a, HapyiuieHHoM FLC-cooTHolieHun 6e3
TPEBBILICHUS TTOPOTOBBIX 3HAYCHMIA YKa3aHHBIX MAPKEPOB TMaTrHO-
ctupyercs | cranust 3a6oneBanust. B ciryyae npeBbIlIeHNs y Maly-
€HTa [IOPOTrOBOTO YPOBHSI 10 OMTHOMY M3 MAPKEPOB YCTaHABIBACTCSI
II cramus 3a6oneBanust, a1Byx — III u Tpex — IV cooTBeTCTBEHHO.
Jnst onpenenenus nmo3aHux craguii (111—1V) npemnoxena Esporteri-
CKasi crcTeMa JIJIs pacipoCcTpaHEHHOTO KapAMalbHOTO aMUJION103a,
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Brutouaromias 3 ¢gakropa: >111I cranuu cormacHo Mayo revised
criteria, cucronuyeckoe aprepuanbHoe aapieHue <100 MM pT. CT.
u NT-proBNP >8500 ar/n. [Toxcranus a — 3To OTCYTCTBUE TaH-
HBIX (DAaKTOPOB PUCKa, B — HAJIMYME OJHOIO U ¢ — ABYX. JlaHHas
cucTeMa — OYeHb YIo0Has cTpaTidrKamoHHas mkaia. CormacHo
pe3yJIbTaTaM aHaI3a BBDKMBAeMOCTHU MALMEHTOB C pa3HbIMU CTAIM-
SIMM JIOKa3aHO, YTO MeIMaHa BbDKMBAGMOCTH MalMeHTOB ¢ | cramueit
npessiiaia 90 mec, a as nauueHTos ¢ [11-1VC — okosno 3—6 mec.

Tabnuua 2. Cuctembl cTagupoBanus AL-amunonposa

Mapkepb!
Cucrema
1 noporosbie Crapus
cTapvpoBaHus
3Ha4yeHus
CranpaptHas  NT-proBNP >332 Hr/n | — Hu 0auH Mapkep He npeBbilLaeT

cuctema Mayo  Tponowud T MoporoBoe 3HayeHne
>0,035 Hr/mn (unn Tpo- Il — 0AMH MapKep NpeBbILLAET Nno-
nonuH | >0,01 Hr/mMn)  poroBoe 3HayeHue

IIl — nBa Mapkepa npesbiLwaoT

noporosoe 3Ha4eHune

EBponeii- >|ll ctagus no cTaH- @ — HeT $pakTopoB pucka
ckas cucre- [apTHOWN cucTeme B — 0AMH dakTop pucka
ma Ans pac- Mayo ¢ — ABa dakTopa pucka
npocTpaHeHHoro Cuctonnyeckoe apTe-
KapamanbHoro — puasbHOe AaBleHne
amunomao3a <100 mMm prT. CT.
NT-proBNP >8500 Hr/n
MepecmotpeH-  NT-proBNP >1800 Hr/n | — Hu 0auH MapKep He NpeBbilLaeT
Has cuctema TponoHuH T NoporoBoe 3HaueHue
Mayo >0,025 Hr/mn Il — oanH Mapkep NpeBbIWAET Mo-
dFLC >180 mr/n pOroBoe 3HayeHue

Il — nBa Mapkepa npesblaT
NoporoBoe 3HaYeHne

IV — Tpn Mapkepa npesbllwatT
NoporoBoe 3HaYeHne

| — CK® Bbilwe noporosoro 3Ha-

MopaxeHne no- CkopocTb Ky6ou-

yek KOBOIA dunbTpaLmMm YEHUsl, NPOTENHYPUS — HUXE MO-
(CK®) <50 mn/muH POroBOro 3Ha4YeHuUs
Ha 1,73 m? Il — oanH 13 dakTopoB pucka
CyToYHas NpoTeMHy-  MPUCYTCTBYET
pus >5r1 Il — CK® Huxe noporosoro, npo-

TeNHYpPUS — BbILLE NOPOTOBOTO
3HAYEHMS

KuioueBbIMU MOKazaTeisiMy ISl MHTePIpeTauuyu CTeNeHu
MOYEYHOTO TOPaKEHUS MTPU aMWJIOUI03€ SIBJISIIOTCS: TIPOTEH -
Hypust >5 r/cyt u CK® <50 mi/mMuH. [IpuHIUIT cTagupoBaHust
aHaJIOTUYEH OTMMCAHHOMY BBIIIE IJISI OLIEHKU KapIuaJbHOTO
amuiouno3sa [11].

I1pu BOBJIEUEHUU APYTUX OPTAHOB M CUCTEM MOCTaTOYHO
KOHCTaTalMM ero Hajmuuusi. CTaqupoBaHue MPOBOAMUTCS TOJIBKO
10 CepICYHO-COCYIUCTOMN CUCTEME U ITOYKaM.

IMpu momo3peHnr Ha aMUJIOUAHYIO HEMPOIMATHUIO 1eIeCco-
00pa3Ho NMpoBOAUTH Helipomuorpaduio. [1pu nmopaxeHuun
NbIXaTeJIbHOW CUCTEMBbI XapaKTEPHBIMU OYAYyT PEHTTeHOJIO-
ruyeckKrue M3MEHEHUS JIETOYHON TKaHU (MHOXECTBEHHbIE
WHGUIBTPATUBHBIE TEHW) U CHUXEHHBIE (DYHKIIMOHATbHBIE
JbIXaTeJbHbIe TeCThl. [1JIs1 mopaxkeHusl MeYeHU XapakTepHO I0-
BBILIEHUE TPAaHCAMUHA3.

B KOHTEKCTE MPOTHOCTUYECKUX MAapKEPOB MPU aMUJIOUI03¢
un3ydeHa posib haktopa nuddepenumnposku pocta 15 (GDF-15) —
YyjieHa IIMTOKMHOBOTO CyIepceMeiicTBa TpaHCcHOpMUPYIOIIero
daktopa pocta 3 (TGF-f). B coBmecTHOi1 pabote LleHTpa uccrie-
IOBaHMS 1 iedeHusI ammnonao3a (Amyloid Research and Treatment
Centre) B [1aBuu, Utanust, n KITMHUKA ADUHCKOTO HAIMOHAIb-
Horo yHuBepcuteTa M. Kammoguctpuu (National and Kapodistrian
University of Athens), ['periust, 6bL10 JOKa3aHO, YTO MTOBBIIIICHHBIIT
ypoBeHb GDF-15 B chiBopoTke KpoBu (5658 vu 7553 rir/min)
y MauueHToB ¢ AL-aMUI0MA030M ITOYEK aCCOLIUMPYETCSI C MEHb-
et oouet BekuBaeMoctbio. GDF-15 okasasicss He3aBUCUMBIM
MPOTrHOCTUYECKUM (haKTOPOM M ObLT MPEIUKTOPOM IHAIMN3a,
HE CBSI3aHHBIM CO CTaauell MOYEUYHOTO MOPaXKEHUST COTJIACHO
kputepusiMm Knunuku Moaiio [12].
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JIEMEHUE

Ha npotsixeHnu MHOrUX JieT jieueHune AL-amuiionnosa 6bu10
HUCKJTIOUUTEIbHO XUMHUOTEpareBTUYeCKUM. Takast Teparusi Ha-
MpaBJieHa Ha yMEHBIIIEHUE OTyX0JIEBOTO KJIOHA MJIa3MaTHUECKUX
KJIETOK, COKpAIlasi KOJTMYECTBO IUTOTOKCUYECKUX JIETKUX LIeTICH,
HauboJiee TPOIHBIX K KapAMOMMOLIMTAM U KJIETKaM MO3TOBOIO
BellecTBa Mnoyek. biaromapsi aToMy CHUXAeTCs opraHHast 1uc-
(byHKIMS ¥ MOBBIIIAETCS BBIKMBAEMOCTb. 3a TMOCAEIHUE TObI
ObUIM M3y4YeHbI TAPIeTHBIE TEPATIeBTUYECKHE ITPETapaThl, KOTOPbIe
0Ka3aJMCh MOIIIHBIM JOMOJHEHUEM TTOJUXUMUOTEPATTUH.

B 0CHOBHOM pexKUMBbI, IPUMEHSIEMbIE LTS IEYSHMSI [IEPBUYHO-
TO AMIJIOMI03a, OBLITU pa3pabOTaHbI IS Tepartiy OOJTbHBIX MHOXE-
CTBEHHOI MUesIoOMOii. B ocHOBe BbIOOpA TepareBTUUECKOV TAKTUKY
IOJDKHA JiexkaTh puck-ctpatudukanus. Mcnoas3oBanne ATCK
CBSI3aHO C HEMPUEMJIEMON TOKCUYHOCTbIO Y MAIIMEHTOB C BBICO-
KUM PUCKOM. Y MaLMEHTOB I'PYIITbI HU3KOTO U MTPOMEXYTOYHOTO
pucka ATCK mo3BosisieT yayqimTh OOIIYI0 U 0€3TPOTrPeCCUBHYIO
BBIKMBAeMOCTb. K rpyrire HU3Koro pucka rnpy ycTaHOBJIEHUH 1A -
rHO3a OTHOCST MallMEeHTOB, HE UMEIOIINX TaKuX (HaKTOpOB, KakK:
NT-proBNP <5000 Ha/n, kapnuanbHbiid porioHuH T <0,06 Hi/Mmi,
Bospact <65 ner, ECOG 0—2, CK® >50 mu/mun/1,73 M? 6e3 nipu-
MeHeHwust nuanusa, CH <111 pynkumonansHoro kinaccano NYHA,
(paxius BeIGpoca JieBOro xejymnouka >45%, CUCTOJUYECKOE
apTepuajabHoe naBieHue >90 MM pT. CT. (CTOST), CHYKEHHAsT T~
(ysuonHas criocobHocTh Jerkux (DLCO >50%).

['pyrnmy mpoMeXyTOUHOI0 pUCKa COCTABJISIIOT MallMEeHTHI
¢ [-Illa crapueit. [TauueHTHI, Yy KOTOPBIX JUAarHOCTUPOBAHBI
ammtonno3 cepaua I11b cramym v Beie, a takoke CH > 111 pynkim-
OHaJIbHOTO KJ1acca coriiacHo NYHA, cocTaBisiioT TpyIimy caMoro
HeOJIaroNpPUSITHOTO MPOTHO3a U TPEOYIOT MPUMEHEHUST PEXMMOB
C peayKImeit 103, a TakKe 00pTe30MHOCoIepXKAIIUX CXeM (BBUILY
BO3MOHOCTU JOCTUXEHUSI OBICTPOTO TeMaTOJIOTMYeCKOTo OT-
Beta) [19].

IMo nannbiM LleHTpa uccienoBaHus 1 JIeYeHUs] aMUIIOU103a
B I1aBuu, TOBbKO 14% MallMEHTOB OTHOCSTCS K TPYIIIE HU3KOTO
pucka, 1 UM 1enecoodpasHo manupoath ATCK, 42% naruen-
TOB — MPOMEKYTOYHOTO U 44% — BBICOKOTO PHCKA.

Bricokomo3oBriii Mendanan ¢ mocaenytomieit ATCK — ogHa
13 BO3MOXHBIX OMIUI B criucke, pekomeHayemoM NCCN [4],
OJIHAKO OTOOP MAILMEHTOB JIJISi UHTEHCUBHOTO JICYUEHUS 10JKEH
OBITH OYEHB TIIATEJILHBIM BO M30ekaHe CMEPTHOCTH, CBSI3aHHOM
c ileyeHreM. Y manueHToB — KanauaatoB Ha ATCK nanHas om-
LM TTO3BOJISIET CYIIECTBEHHO MOBBICUTD OOIIYIO BBIXKUBAEMOCTh
10 CPaBHEHMIO CO CTAHAAPTHBIMU PEXMMAaMM MOJTUXUMUOTEPa-
nuu. Haubosee BeIcOKME pe3yabTaThl 9(DOEKTUBHOCTU JIEUSHUST
HaOJII01a)IN Y TAalIMEHTOB, JOCTUTIINX ITOJTHOTO OTBETA, BKITIOYasT
OpTaHHBIN OTBET. DTU AaHHBIC OB OMYOJIMKOBAHBI UCCIIEIO-
Batensimu Knmauku Maiio B 2007 1. Ha OCHOBaHWM aHaIu3a
snedyeHus 282 manueHTOB. BaxHO, 4TO TOJILKO 36 MaLuMeHTOB
nojyJyaiau uukiaodochamMua B KauecTBE MOOMIU3ALIMOHHOTO
Kypca, a ocTajibHble 246 — TOJIbKO GuiarpacTum. 93 nauueHTa
JIOCTUTJIN TIOJTHOTO OTBeTa, 108 — yacTtuyHoro u 81 He oTBEeTMI
Ha Tepanuio. TpexseTHsist 0011asi BBIKMBAEMOCTb MAIlMEHTOB, J10-
CTUTILIHMX TIOJTHOTO OTBeTa, cocTaBmia 90%, yactnunoro — 74%,
He OTBeTHBINKX Ha Tepanuio — 30%. CHuxenue yposHeit FLC
MMMYHOTJIOOYJIMHOB TOCIIe Tepariii KOPPEIUPOBaIO C YMEHb-
menueM NT-proBNP cepaeuHoro 6uomapkepa u yiaydiieHueM
BekuBaeMoctu [13]. M3 momBeprmmxcss ATCK 72 manuneHTa
OBLIY 1O/ HAOJIOCHUEM JTUTEIbHOE BpeMs U 43% 13 HUX TIPO-
xum 6osee 10 neT.

Pexxum Mel-Dex akTUBHO MCIOJIb3YeTCsl y KaTeropuu
nmanuneHToB, KoTopbiM He mmokazaHa ATCK. CormacHo maH-
HeiM G. Palladini [20]mendanan B KOMOMHALIUM C AeKCaMeTa30-
HOM B BBICOKMX J03aX MMO3BOJISIET JOCTUYb '€MaTOJOTMYECKOTO
otBeta y 67% MalMEeHTOB U Y TIOJIOBUHBI M3 HUX — MOJHOTO OTBEeTa
1pu MearaHe HaomoneHus 4,5 mec. Y 48% oTux OOJIbHBIX YIAIOCh
VAYUIIATH (GYHKIIMIO OpraHa, opaskeHHOro aMuionaoM. [TomHbIi
OTBET, TOCTUTHYTBIA C IMOMOIIBIO TAHHOTO PEXKUMa, BO3MOXHO
noaepxkuBath y 70% mauueHToB Ha npoTspkeHuu 3 ner. [lo gaH-
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HbIM aBTOpa, 50% 3TUX GOJBHBIX TOCTUIIN S-JIeTHEH MeauaHbl
HaOJIIOAEHUS.

B pamkax pa6otsl French Myeloma Collaborative Group
B paHIOMU3MPOBAHHOM MCCJIEIOBAHUY CPaBHUBAIU 3P DHEeKTUB-
HOCTb IBYX TIOJIXOMOB K Teparnuu NepBoii TUHUK: MeidanaH +
JeKcaMeTa30H M BBICOKOMIO30BbIN MejdallaH ¢ Mmocaeayolei
ATCK. U oxazanoch, YTO CTATUCTUUECKM 3HAUYUMOI pa3HU-
1Bl B TOCTMXXEHHUUM TeMaTOJIOTUYECKOrO0 U OPTaHHOTO OTBeTa
He ObLIO [14].

B HeGOMBIINX KOTOPTHBIX MCCIEAOBAHUAX MPOBOIMIACH
oleHKa 3¢ (GEeKTUBHOCTHA PEKUMOB KOMOMHAIINM allb(ha-UHTEeP-
(epoHa ¢ TeKcaMeTa30HOM U TATMIOMMIA ¢ IeKcaMeTa30HoM [ 15].
Bo BTOpOM cilyyae TOKCUYHOCTH OblLjIa CYIIECTBEHHO BbIpaXKeHa.
A.D. Wechalekar 1 coaBTopbI moKa3aiu 3(pHeKTUBHOCTD peXXrnMa
CTD y 77 manMeHTOB ¢ pacIpoOCTPaHEHHBIM CUCTEMHBIM aMU-
JIOUI030M, y 44 U3 KOTOPBIX pa3BUJICS PELMIUB 3a00JIeBaHUS.
V GoNbIIMHCTBA MalMeHTOB (74%) ObUT JOCTUTHYT FeMaTOJIOTH-
4yecKuii OTBeT, Y 21% — MOJIHBII OTBET. 8% MallMeHTOB HE CMOTJIN
MPOIOJIKATh JeueHue 0ojee 8 Hel MO MPUYMHE BbIpAXKEHHOM
TOKCUYHOCTHU. YPOBEHb CMEPTHOCTH, CBSI3AHHOM C JICYCHUEM,
nocturan 4% [16].

MmeeTcst HECKOJIBKO COOOIICHU I OTHOCUTEIEHO TPUMEHEHUS
JICHAJTMIOMHUIA B KOMOMHAIIMY C IeKCaMEeTa30HOM WU LIMKJI0(hOC-
damumom 1 fekcameTazoHOM B KaueCTBE BTOPOI IMHUY TEPATTUHU.
[Mocnennsiss koMmOMHALIUS JOCTATOYHO 3¢ (PeKTUBHA y TALIUEHTOB
¢ III cragmeii 1 BoBJIcUeHHUEM TpexX U OOJiee OPraHOB U CUCTEM.
I'ematosiornueckuii oTBeT Habmonancs y 77% v opraHHbIA —
y 29%. TOKCUYHOCTbh MPEUMYIIECTBEHHO reMaToJornyecKas.
IMoreHumanbHass He(POTOKCUUHOCTD peskuma TpeOyeT TIaTeb-
HOTO KOHTPOJISI U HAOJIIOEHMSI MMAlIMEHTA, XOTSI PEXUM SIBJISICTCSI
amOymaTopHbIM [17].

Boptezomubconepxaiine pexxuMbl — TOCTATOUYHO 3bdek-
TUBHAasl OTIHUS JJIsI TALIMEHTOB C BIIEPBbIE IMATHOCTUPOBAHHBIM
aMUJIOUI030M JIETKUX LIeTIeli UMMYHOTJIOOYIMHOB, a TAKXe C pe-
LIMIMBOM 3a00JIeBaHUSI.

OTBeT Ha Tepanuio oleHMBaeTcs cornacHo XI International
Symposium on Amyloid and Amyloidosis [17] (Ta6. 3).

TaGnuua 3. Kputepuu oLeHkn 0TBETa Ha Tepanuio

Kputepuu otBeta KomMmeHTapum
['ematonornyeckuii oTeet
onHbIiA 0TBET

HeraTuHblit pedynbtat UMMyHOUKCa-
L{UN CbIBOPOTKM KPOBU 1 MOYM

OyeHb xopoluuii yacTuyHblil otBeT dFLC <40 mr/n

YactnuHelil oTBET Chnxenue dFLC >50% 1CX0AHOM0 YpOBHS
Het oTBeTa Bce ocTanbHble cnyyan

KapawanbHbiii oTBET CHuxeHue NT-proBNP Ha >30%

1 300 Hr/n (ecnu MCXOAHO COCTaBASN
>650 Hr/n) unn Kak MUHUMYM CHUXEHME
Ha 2 6anna ctenenn CH cornacHo NYHA
(ecnu ncxogHo Il man 1V')

YMeHbLUEHNE CYTOYHOI NPOTENHYPUN Kak
MUHUMYM Ha 30% Unm CHUXEHME ee HuxXe
0,5 r/cyT, npy OTCYTCTBMM MOYEYHON NPO-
rpeccun — nobiwenne CK® >25%

[MoyeyHblii 0TBET

80% manmeHToB — MOTeHIMATbHBIX KaHnunatoB Ha ATCK
rnosiy4aiot B nepBylo JuHuio pexxum CyBorDex. buonorus xio-
HaJIbHOM M1a3MaTUYECKON KJIETKU NIPU aMUJIOUA03€ OTIMYAETCS
OT TaKOBOW MPU MHOXECTBEHHOI MUEIOMe, OHa BCE XK€ JKC-
npeccupyeT MoBEepXHOCTHBIN aHTUreH CD38, 4To mociyXuio
OCHOBaHUEM UCCIIEI0BAHMS C IPUMEHEHUEM JapatymyMada (aHTH-
CD38 MOHOKJIOHAJILHOTO aHTUTEJIA) Y 9TOI KATerOpuM MalMeHTOB.
V. Sanchorawala ¢ kojuteramu ory0JIMKOBaJIU IaHHbIE, TTOATBEPXK-
narotye 3 heKTUBHOCTb U YIOBIETBOPUTEILHYIO TEPEHOCUMOCTh
napatymymata y nalMeHToB ¢ peh)paKTepHbIM aMUTIOUIO30M I1OCIIe
MMHUMYM OJHO# JIMHUU Tepanuu [6].

BbiBOAbI

AMUIONI03 — arpeccuBHOe 3a0ojieBaHUE, TO3IHSIS AUa-
THOCTUKA KOTOPOT'O aCCOLIMUPYETCS C BBICOKUM YPOBHEM paHHe
cMepTHOCTU. CBOEBpEMEHHOE BhISIBJICHHME JaHHOTO 3a00JIeBaHMSI
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TpeOyeT BbICOKOM CTENeHU HACTOPOXKEHHOCTH Pa3HBIX CIeIIAIIH -
CTOB (TemaroJiora, KaparoJjora, HedpoJjiora, CeMeHOro Bpaya).

Hanuuyue CH 1 He(pOTUUYECKOTO CUHAPOMA WJIU «TUTIEPTPO-
(bum neBoro xenymnouka» Mpu sXokapauorpaduu B OTCYyTCTBUE
COTJIACYIOIIMXCS 2JIEKTPOKapAuoTrpacdMuecKX TaHHBIX TOJIKHBI
BBI3BIBATH Momo3peHue Ha AL-ammiounno3. CymiecTBytoniue
CTpaTeruu JIeYeHUsI, KOTOPble BKIIOUAIOT MHTMOUTOPBI MpoTea-
COM, 3HAYMTEJILHO YJIYYIIWIM BBDKMBAEMOCTD B CJIyuae CBOEBpe-
MEHHOTO Hayajia Tepanuu. MOHOKJIOHaIbHbIE aHTUTENA POTUB
MJa3MaTUYeckKux KJIeTOK (AapaTymymad) U OTJIOXEHHUSI JIeTKUX
Lernei amuonia nokazainu 3(h(HeKTUBHOCT Iaxe Y IPeIeueHHbIX
pedpakTepHBIX K Tepaliy MalMeHTOB U TPeOYIOT JaJbHEHIIero
U3YUYCHUSI.

CMUCOK UCNOJIb3OBAHHOW JIMTEPATYPbI

1. Milani P., Merlini G., Palladini G. (2018) Novel therapies in light chain amyloidosis.
Kidney Int. Rep., 3(3): 530-541.

2. Palladini G., Merlini G. (2016) What is new in diagnosis and management of light
chain amyloidosis? Blood, 128(2): 159-168.

3. Hecykawt E.I., OaHuneHko A.A., Koaniok (2016) AMUIonao3s: KnvHuka,
[ViarHocTuika, nevyeHne. YKpanHckmin kapamonoruieckuii xypHan, 5: 105-117.

4. NCCN guidelines (2018) AL-amyloidosis (https://www.nccn.org/
professionals/physician_gls/).

5. DesportE., Bridoux F, Sirac C. (2012) ALamyloidosis. Orphanet J. Rare Dis., 7: 54.

6. Sanchorawala V., Sarosiek S., Sloan J.M. (2017) Safety and tolerability of da-
ratumumab in patients with relapsed light chain (AL) amyloidosis: preliminary results
of a phase Il study. Blood, 130: 507.

7. Dispenzieri A., Gertz M.A., Kyle R.A. et al. (2004) Serum cardiac troponins and
N-terminal pro-brain natriuretic peptide: a staging system for primary systemic amyloi-
dosis. J. Clin. Oncol., 22: 3751-3757.

8. Karamitsos T.D., Piechnik S.K., Banypersad S.M. (2013) Noncontrast T1 map-
ping for the diagnosis of cardiac amyloidosis. JACC Cardiovasc. Imaging, 6(4): 488—
497.

9. Dispenzieri A., Kyle R., Merlini G. et al. (2009) International Myeloma Working
Group guidelines for serum free light chain analysis in multiple myeloma and related
disorders. Leukimia, 23: 215-224.

10. Kumar S.K., DispenzieriA., Lacy M.Q. et al. (2011) Changes in serum-free light
chain rather than intact monoclonal immunoglobulin levels predicts outcome following
therapy in primary amyloidosis. Am. J. Hematol., 86: 251-255.

11. Palladini G., Milani P, Foli A. (2018) Presentation and outcome with second-
line treatment in AL amyloidosis previously sensitive to nontransplant therapies. Blood,
131(5): 525-532.

12. Kastritis E., Dimopoulos M. (2016) Recent advances in the management
of AL amyloidosis. Bitish J. Hematol., 172(2): 170-186.

13. Gertz M.A,, Lacy M.Q., Dispenzieri A. et al. (2007) Effect of hematologic
response on outcome of pathologic response on outcome of patients undergoing
transplantation for primary amyloidosis: importance of achieving a complete response.
Hematologica, 92: 1415-1418.

14. Palladini G., Merlini G. (2009) Current treatment of AL amyloidosis. Haemato-
logica, 94(8): 1044-1048.

15. Palladini G., Perfetti V., Perlini S. et al. (2005) The combination of thalidomide
and intermediate dose dexamethasone in an effective but toxic treatment for patients
with primary amyloidosis (AL). Blood, 105: 2949-2951.

16. Wechalekar A.D., Goodman H.J., Lachmann H.J. (2007) Safety and effi-
cacy of risk-adapted cyclophosphamide, thalidomide, and dexamethasone in systemic
AL amyloidosis. Blood, 109(2): 457-464.

17. Kumar S., Hayman S., Dispenzieri A. (2012) Lenalidomide, cyclophospha-
mide, and dexamethasone (CRd) for light-chain amyloidosis: long-term results from
a phase 2 trial. Blood, 119(21): 4860-4867.

18. Karamitsos T.D., Piechnik S.K., Banypersad S.M. et al. (2013) Noncontrast
T1 mapping for the diagnosis of cardiac amyloidosis. J. Am. Coll. Cardiol. Img.,
6: 488-497.

19. Kumar S., Dispenzieri A., Gertz M. (2012) Revised prognostic staging system
for light chain amyloidosis incorporating cardiac biomarkers and serum free light chain
measurements. J. Clin. Oncol., 30(9): 989-995.

20. Palladini G., Hegenbart U., Milani P. (2014) A staging system for renal out-
come and early markers of renal response to chemotherapy in AL-amyloidosis. Blood,
124(15): 2325-2332.

AL-aminoifos: TpyaHoLLi Ta NnepcnekTMBmn
1L A. Kpsuok, 51.A. Cmenaniwuuna
HauioHanbHuii iHcTuTyT paky, Knis
Pesiome. AL-aminoino3 — 11e AUCIPOTEiHO3, KUl ypaxkae
pi3Hi opraHu i CUCTeMHU, 110 MPU3BOAUTH A0 3arpO3JUBOIL IS
KUTTS OPraHHOI1 HEAOCTATHOCTI. 3aXBOPIOBAHHS BiTHOCHO
pifKicHe, i CYTTEBOIO MPOOJIEMOIO € HOro Mi3Hs AialrHOCTHUKA,
0co6aMBO aminoino3y cepus. AL-amisoino3 po3BUBaeTbCs
B pe3yJbTaTi MO3aKJIITHHHOTIO BigKiaameHHs iopui, sKi cKiia-
NAIOTHCS 3 MOHOKJIOHAIbHUX JIETKUX JIAHITIOTIB iMyHOTJIO0YJTiHiB
(cmiBBigHOIIEHHS JsaMbaa o kamnma — 3:1). HaBiTe nmpu He-
BEJIMKOMY KJIOHI TUIa3MaTUYHUX KJIITMH MOXJIUBUI PO3BUTOK
MaCHBHOTO YpaKeHHS OpraHa TaHUMU BigkianeHHsMU. Lleit cran
MOXe€ CYIIPOBOIKYBATH MHOXWHHY Mi€JIOMy a00 iHIIII BapiaHTH
B-niMmdbomnponidhepaTuBHUX 3aXBOPIOBAaHb i TiaTHOCTYBATHUCS
CUHXPOHHO. AMIJIOiI03 YaCTO HE MOXKYTb AiarHOCTYBAaTH, OCKiJIb-
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KM O3HAKU i CUMIITOMU MOXYTbh iMIiTyBaTU CUMIITOMU OiJIbII
MOIIMPEHUX 3aXBOPIOBaHb. 3a TOIMIOMOTI0I0 PAaHHbOI AiarHOCTUKU
MOXJIMBO 3aM00IirTH MPOrpecyroyoMy MOUIKOIXEHHIO OpraHa.
KopekTtHe cTanitoBaHHS i BUBHAYEHHSI TPOTHOCTUYHO 3HAYYIITUX
(aKTOpiB 10 MOYATKY Tepallii HaA3BUYaiHO BaXKJIUBi y KOHTEKCTI
Pi3HUX TepaneBTUYHUX MMiIXO0IiB i BA3HAUEHHSI CTpaTerii B LILJIOMY
TSI KOSKHOTO TMallieHTa iHAuBiayaibHO. Henomik mpocreKTMBHUX
IocimKeHb, ocooauso 111 ¢as3u, — ogHa 3 HAGIIBIINX TTPOOIEM
B Hayli JikyBaHHsS AL-aminoino3y. Pexxumu Teparii, siki 3acTo-
COBYIOTBCSI JJ151 JTIKyBaHHSI MALiEHTIB 3 MHOXWHHOIO Mi€JIOMOIO,
3 Pi3HUM CTYIIEHEM YCITiXy BUKOPUCTOBYIOTLCS B SIKOCTI Tepartii
1IbOTO 3aXBOPIOBAHHSA. Y CTAaTTi PO3IVISTHYTO CydacHi IMiIXoau
J10 1iarHOCTUKM Ta JIiKyBaHHS MalliEHTIB 3 aMiJ0i1030M JIETKUX
JIAHIIOTiB iIMYyHOTJIOOYJTiHIB, BKJIIOYAIOUM CTAaHIAPTHI METOIHM,
a TaKOX Ti, SIKi Hapasi JocHimKyioTbcs. BukuBanicts ipu AL-
aMinoifno3i 3aJleXXUTh Bil MOUIMPEHOCTI ypaXeHHs, KiJIbKOCTi
OpraHiB, 3aJly4eHHUX HO IATOJOTiYHOTO Tpolecy. HaitGinbi
3HAUYYIIUM € HasIBHICTh aMiJIOiIo3y ceplisl, SIKUii pO3IiHIOETHCS
SIK HECTIPMSITJIMBA MPOTHOCTUYHA O3HaKa. OgHaK 3 eBOJIOLIEI0
MiAXOMAiB 10 JIIKyBaHHSI Y 3HAYHOI YACTUHM MAalLiEHTIB BAAETHCS
NOCSTTH yerixy Teparnii. OliiHKa reMaTo10riYHOI BiAMOBIi € KJTO-
YOBUM (haKTOPOM.

KarodoBi ciioBa: aMinioino3 Jierkux JIaHLIOTIB; OiarHOCTUKA;
JTiIKYBaHHSI.

AL-amyloidosis: challenges and perspectives

LA. Kryachok, Y.A. Stepanishyna
National Cancer Institute, Kyiv
Summary. AL-amyloidosis is a dysproteinosis involving various
organs and systems, leading to life-threatening organ failure. The
disease is a relatively rare and significant problem is late diagnosis,
especially cardiac amyloidosis. AL-amyloidosis develops as a result
of extracellular deposition of fibrils, which consist of monoclonal
light chains of immunoglobulins (the ratio of lambda to kappa
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is 3:1). Even with a small clone of plasma cells, the development
of massive organ damage by these deposits is possible. This condi-
tion may be associated with multiple myeloma or other variants
of B-lymphoproliferative disease and diagnosed synchronously.
Misdiagnosis is often due to the signs and symptoms can mimic
the symptoms of more common diseases. Prevention of progressive
organ damage is possible due to early diagnosis. Correct staging
and determining prognostically significant factors before the start
oftherapy is extremely important in view of the different therapeutic
approaches and determining the strategy for each patient individu-
ally. The lack of prospective studies, especially phase 111, is one
of the biggest problems in the science of treating AL amyloidosis. The
treatment regimens for treatment of multiple myeloma, with varying
degrees of success, are used as therapy for this disease. The article dis-
cusses modern approaches to the diagnosis and treatment of patients
with light chain amyloidosis, including standard methods, as well
as those that are currently under investigation. Survival of patients
with AL-amyloidosis depends on the lesion, the number of organs
involved in the pathological process. The most significant is the pre-
sence of cardiac amyloidosis and is an unfavorable prognostic sign.
However, with the evolution of treatment approaches, a significant
proportion of patients achieves therapy success. Assessment of the
hematological response is key factor.
Key words: light chain amyloidosis; diagnosis; treatment.
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