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AL-amunongos (AL-A) — kpaiiHe reTeporeHHoe 1o KImHYecKuM nposiBeHNam
3a60seBaHue ¢ OTCYTCTBUEM NMATOrHOMOHNYHBIX CUMITOMOB. PaHHAS gnarHo-
CTUKA U UNTOPEAYKTMBHAS Tepanusi B GOJbLINHCTBE CTy4aeB no3BONAT [0-
CTUTHYTb MOMOXUTENbHOIO 3¢hHEKTA 1 OCTAHOBUTB NPOrPECCUPOBAHNE OPraH-
Ho ncehyHkuymn. TpuBoanuTCca nnTepaTypHbIi 0630p Hay4HOU MHGopMaymm
0 COBPEMEHHbIX METOAAX ANarHoCTuky cucteMHoro AL-A. O6palyaercs BHuMa-
HUEe Ha TPYAHOCTN B JUNArHOCTUKE, @ TaKXE HAa OCHOBHbIE KIIMHUYECKNE MpU-
3Haku, M03BONAIOLUNE 3aM0LO3PUTL JaHHOE 3a6076eBaHne. PaccmatpuBaoTcs
MeX/yHapoaHble KpUTepuu, NOATBEPXAAIOLYNE [UArHO3, N PacipOCTPAHEH-
HOCTb pOLEecca, a TaKXe NPOrHOCTNYECKUE CUCTEMbI CTaaupoBaHus. CBoespe-
MEeHHas gnarHoctuka AL-A — BaxxHedLwas 3a4a4a Jis Bpaded pasinydHbix cre-
UnanbHOCTE, KOTOpbIe HA MEPBbIX 3Tanax BCTPEYAKOTCA C [AHHbIMY
nayueHTam.
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BBUJ1y OTCYTCTBUSI Y JAHHOTO 3a00J1€BaHMSI TATOTHOMOHMY -
HBIX MpU3HaKoB. KimHMYecKrWe CUMIMTOMBI aMWJIOMAO3a, KakK
MPaBWIO, CBA3BIBAIOT C APYTUMU PACTIPOCTPAaHEHHBIMU 3a001e-
BaHUSMU BHYTPEHHUX OPTraHOB, JIMIIb HEYKJIOHHOE yXyJIlIeHNe
COCTOSIHMSI UJIM BOBJIEUEHUE HOBBIX OPraHOB 3aCTaBJISIET YCOM-
HUTbCSl B nuarHose. [lo HalIMM AaHHBIM, MeauMaHa OT MEePBBIX
MPU3HAKOB 3a00JIeBaHUSI MO YCTAHOBJIEHUSI IMAarHO3a COCTaB-
nsiet 25 mec (1—144 mec) [1]. CxonmHbie pe3yabTaThl MPeICcTaB-
JIEHBI 3apy0eKHBIMU UCCIENOBATEISIMU: TOIBKO Y 26% GOJIBHBIX
JIVarHo3 yCTaHaBIMBAIOT B TeueHue mepsoro roxaa [2]. Mo man-
HBIM KpyrmHoro EBpomeiickoro uccnenmosanus (EMN 23), B Ko-
Topoe ObutM BKIIOUeHH 4480 maumeHToB ¢ AL-A u3 10 EBpo-
neickux ctpad, Illa cragust muarHoctupyetcst y 22% naiueH-
toB, I1Ib cranust — y 15%. Cnenyer OTMETUTh KpaiiHe IJI0XOM
nporHo3 npu AL-A I1Ib ctaguu, npu cyliecTBYIOIIUX criocodax
JIeYeHUsT MeauaHa oOIeil BBIKMBAEMOCTU COCTaBIISIET BCETO
4 mec [3]. B 2T0if cBSI3M cBOeBpeMeHHasl AMArHOCTUKA KpaiiHe
BaXXHA U OIpENesieT IPOTHO3.

HNuarHoctuka AL-A — 3TO KOMIUIEKC MOCJEA0BaTEIbHbIX
MEpONPUSATUI, 11eJIb KOTOPBIX — J0Ka3aThb HAJIUYUE aMUJIOUIa
B TKaHSX, YTOUHUTb €r0 BapUaHT, PaclpOCTPAHEHHOCTb, CTa-
NIAI0, MPOTHOCTUYECKUE MPU3HAKU. [IJI1 ycTaHOBIEHUS IMarHo3a
cucteMHOro AL-A HeoOXoaMMO Haauyre TPeX OCHOBHBIX KpHU-
TEepUEB:

Z[I/IarHOCTI/IKa cucteMHoro AL-amwiounosza (AL-A) TpyaHa
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Hanmuuue Oelka-aMUIouIa B JI000I TKaHU U (UJTU) Opra-
He, TTOATBEePXIeHHOE TaHHBIMU TMCTOJIOTUIECKOTO UCCIie-
noBaHUs (OKpallMBaHWE KOHTO KPAaCHBIM KpPacUTENIeM CO
crieniupuIecKuM 3eJeHBIM CBEUEHUEM B TOSIPU30BAHHOM
CBETE);

NIOKa3aHHasl CBA3b aMWIOUJIA ¢ MOHOKJIOHAJIbHON JIErKOM
enplo UMMyHorioOynuHa (lg) (MMMyHOrMcTOXMMUYE-
CKOe/MMMYHOMITYOPECIIEHTHOE HCCIeNOBaHNE aMIJIONNA,
MPOTEOMHBI aHATU3 HA OCHOBE MacC-CIEKTPOMETPUN);

* MOpaXeHus OpPraHoOB-MMUIIEHEN BCAEACTBUE aMUJIOUI03a
(Touku, Te4YeHb, CEepAle, XKEeJIYTOUHO-KUIIEYHBIH TPaKT
[2KKT], HepBHag cucteMa, TuMdaTudyeckue y3ibl U T.1.).

1-/ 3TAN. NOJ103PEHUE HA AMWUIION/03

Knunuueckue mposiBieHusi AL-A kpaiiHe BapuaOesbHbI
M 3aBUCAT OT OPraHOB, BOBJICUEHHBIX B MATOJIOTMYECKUIA TIPOIIeCC,
U cTerneHb ux aucdyHkuuu. Haubosnee yacto mopaxarorcs cepie
(B 70% cayuyaeB) u ouku (B 60—70%), pexe — nepudepudeckas
M aBTOHOMHasi HepBHas1 cuctema (B 12—15%), neyeHb u apyrue
opranbl KKT (B 6—20%), msirkue Tkanu (B 12%) [1, 4]. B 8—14%
cJIydyaeB BBISIBJISIIOT KOAryJonaTuio, 00YCIOBICHHYIO AeUILIUTOM
daxropa X [4]. [Tomumo 3Toro, npu AL-A BO3MOXHBI TOPaXKEHUSI
no6oro Apyroro oprana. HecMoTpsi Ha reTeporeHHOCTb KIMHU-
YECKUX MPOSIBICHUI, MOXHO BBIICIUTh HEKOTOPBIE CUMIITOMBI,
TpeOdyroLe NPULIEIbHOIO 00CIeI0BaHUS MALlMeHTa Ul UCKIIIO-
YEHMSI IMarHo3a aMuIou103a:
MaKpOTIJIOCCUSI — YBEJUMUYEHME SI3bIKa B pa3Mepax MPUBOIUT
K ICKOM@OPTY TP pa3roBope, XeBaHUM. Peub cTaHOBUT-
Cs HEeBHSITHOM, SI3BIK YacTO TpaBMupyeTcs. [Ipu ocMoTpe
BBISIBJISIIOT YBEJIMUECHHUE sI3bIKA C OTIIeYaTKaMu 3yOOB IO
KpassM. CUMIITOM XapaKTepeH IS aMIJIOMA03a, OZHAKO
Habonaetcs uiiib y 15% 60sbHBIX [5];
nepropOouTaNbHAsT TypITypa («IJ1a3a €HOTa») pa3BUBAETCS
BCJICACTBUE TTOPAXKCHUS aMUJIOMIOM MEJIKUX COCYIOB U MX
TpoMbupoBaHuu. [lepnopOouTeTbHBIE KPOBOUBIUSHUS Ha-
OJr01a10T pUMeEpHO B 15% ciydaes [5];
NMBYCTOPOHHUWI CUHIPOM KapItaJbHOTO KaHajda (hopMHpy-
€TCsl MIPY CIABJICHUW aMIIOUIHBIMU MacCaMy CPeTUHHOTO
HepBa. KiIMHWUYECKU TIPOSIBIISIETCST 3aTpyqHEHUEM Cruba-
HUS KUCTU, O0JIbIO B OOJIBIIIOM U yKa3aTeJbHOM Iajbliax,
MX Tunocte3ueid. TyHHeIbHBI CUHIPOM BCIIEACTBUE IPY-
TMX TIPUYMH, KaK MTPaBUIO, OMHOCTOPOHHMIA;
HeceJIeKTUBHAsI MPOTeUMHYpUs WK HeDPOTUYECKUI CUH-
JIPOM Y MOXUJIBIX MAlMEHTOB, HE CTPAJaIOIIMX caXapHbIM
MadbeToMm;
cepleyHasi HeTOCTaTOYHOCTh ¢ CUMMETPUYHOIN TMIIEPTPO-
(bueii Muokapaa 1 peCTPUKTUBHBIM TUTIOM PEMOJIETUPOBA-
Hus npu 3xokapaurorpadguu (OxoKI'), ouaru cyoanukap-
NIUAJIbHOM, UHTpaMypajibHOI 1 TpaHCMYPaJIbHOM 3a1epXKKHU
HaKOTUICHUS TaJ0JMHUS 0€3 COOTBETCTBUSI C MOpakeHUEeM
KOpPOHapHOro 0acceifHa MpU MarHUTHO-PE30HAHCHON TO-
morpadun (MPT);
CEHCOMOTOpHAsI TOJMHENPONaTHsI, OpTOCTaTUYecKasi I'M-
MOTEH3UsI y MAllMEHTOB, HE CTPAJaloIIMX CaXapHbIM Iua-
oeTom;
rermaToMeraausi, CHHAPOM XOJieCcTa3a HeSICHOM 3TUOJIOTHUM;
MOHOKJIOHAJIbHAsl TaMMaraThsl ¢ HapylIeHMeM OTHOIIe-
HUs cBoOoaHBIX JlerkuXx 1eneit (CJILL) Ig ceiBopoTku. Puck
pa3Butust AL-A y nanueHTa ¢ MOHOKJIOHAJILHOM raMmaria-
Tueii B 8,8 pa3 Bhlllie, YeM B OOIIe MOMyIsiuu [6].

Ocoboc 3HaUYeHMWE yKa3aHHbIC MPHU3HAKU IMPUOOPETAIOT Yy
MaIMeHTOB MTOXWIOTO Bo3pacta. MeauaHa Bo3pacTta MalueHToB
¢ AL-A cocrasister 63 roga, ogHako B 20% ciydaeB 3a6oyieBaHue



BBISIBJISIIOT Y JIMLI MoJioXe 55 neT, u B 1—2% — B Bo3pacte 10 35
qet [7].

BaxueitimmM mpu3HakaM aMUIOWUI03a SIBISIETCSI CUCTEM-
HocTb. [1o HamMM paHee oImyOIMKOBAaHHBIM JTaHHBIM, TIOPaKeHNe
OJTHOTO OpraHa HaboaaIoCh Juiilb Y 18% GonbHbIX. Y 15% nanm-
€HTOB MaTOJOrMYEeCKUl MPOolIece 3aTparkuBal aBa oprana, y 23% —
U, Y 23% — vetbipe u'y 21% — nisith opraHos [1].

2-i ITAN. JOKASATENBCTBO AMWIOUAO3A W EF0 TUMWPOBA-
HUE

[Ipu momo3peHNn Ha aMUJIOUIO3 CIICAYIOIIUM ITATllOM JTHa-
THOCTUKU SIBJISIETCSI er0 OoOHapyXeHue B TKaHsaX. K cKpuHUH-
TOBOMY METOMY JUISI BBISIBJICHUST OTJIOKEHUST aMUJIOMIA OTHOCSIT
HCCIIeIOBaHUE TTOAKOXHOTO XKMPa, KOTOPBIA IOIy4aloT METO-
IOM acThupaliy U3 TepenHeil OplonTHoi cTeHKu. B acmumpate
MOAKOXKHOIO XMpa aMUJIOW yaaeTcsl oOHapyXuth y 77% ma-
ueHToB [8, 9]. OgHako cleayeT y4ecThb, UTO JajbHeiliee TH-
MUPOBaHWE aMUJIOUIA B aclMpaTe BO3MOXHO TOJbKO METOIOM
Macc-CIeKTPOMETPUH, KOTOPbIii ToKa He gocTyrneH B Poccum.
IToaTomy cpa3y Ha 1-M 3Tane AMarHOCTUKU LeJIeCO00pa3HO Bbl-
MOJHUTH OHONCHIO «IOCTYITHOTO» JIOKyca (T.e. JIOKyca, OUOICHs
KOTOPOTO HE COMpSKEHAa C PUCKOM TSKEJIbIX OCJIOXHEHUI).
K Ttakum JnoxycaM, MOMUMO TMOIKOXHO-XMPOBOW KJIETYATKU
>KMBOTA, OTHOCUTCS MaJiasi CJIIOHHAs XkeJle3a, IBeHaAlaTUIIepCT-
Has WU MpsiMas KUIIKa, KOCTHBIM Mo3T [§—10]. [1pu cucteMHOM
AL-A B TepiaHOOMONTAaTe KOCTHOTO MO3Ta aMUJIOU OOHAPY KM~
BaloT y 53—69% naiueHToB, B MOAKOXHO-XMPOBOIi KieT4aTKe —
y 36—75%, B GuonTare ABeHAILATUIIEPCTHON KUIIKK — Y 70%.
IMpu 6uorncuu 2—3 JTOKyCOB XOTS OBl B OMHOM W3 HUX yHaeTcs
00HapyXuTh amuioua B 76—89% ciyuaes [1, 11]. Tlpu otcyt-
CTBMM aMUJIOMIA B OMOITATaX «IOCTYIIHBIX» OPTAHOB BBIITOJIHSI-
10T OMOTICHIO TOPaXeHHOTO opraHa (TIOYKHU, cepilla, MevYeHun)
[4]. Bo3aMoXHO BBITIOJIHEHWE OMOIICUU TOYKW U Ha 1-M 3Tare
0o0cIieIoBaHusI, ecii OOJIBbHON HAaXOMUTCS B HE(POIOTHIecKOM
OTIEICHUH, T/Ie ITUPOKO UCITOIB3YIOT TOT METOl TMATHOCTUKU.
Buorncuio redeHn B CBA3U C pUCKOM KPOBOTEUEHUST PEKOMEHTY -
IOT BBITMIOJIHSITh TPAHCIOTYJISIPHBIM J10CTYTIOM [8].

Jns oOHapyXeHUs aMUJIOuAa BBIMOJHSIOT TUCTOXUMUYE-
cKOe WcciiefioBaHre Ha mapad®rHOBOM OJloKe OuomTaTta TKaH!
C OKpacKoil KOHI'0 KpacHBbIM C MOCJEAYIOIIUM 00si3aTeIbHbIM
KCCleloBaHUEM B MOJSpU3allMOHHOM MUKpockore. [Tpu o6Ha-
pYXXeHUM aMWJIOMIa MPOBOAMTCS €Tr0 TUITMPOBaHWE Ha cpe3ax
¢ napaduHOBOro 6yi0Ka ¢ mpeauecTByolell GepMeHTaTUBHON
o0Opaborkoii u wucnoab3oBaHueM FITC-KOHBIOIMPOBaHHBIX
aHTUTeNn (Ha 1-M 2Tame) K JIeTKUM LEMsM Kamma v Jsmona
C mocaeAyloueid OUeHKOW UMMYHOTMCTOXMMUYECKUX peaKUUid
B JIIOMHUHECHEHTHOM MuKpockorne. Ilpu wuckmoueHun AL-A
MPOBOAUTCS 2-i1 TaN TUMTUPOBAHMUS TSI TOATBEPXKIACHUS APYTUX
TUIMOB aMWJIOMAA C MCIIOJIb30BaHUEM AHTUTEN K aMWIOUAy A,
B,-MUKpOIIOOYIMHY, MpeanbOyMHUHY, MJIM METOAOM Macc-
crekTpoMmeTpuu |8, 12].

J1J1s1 TOCTAaHOBKM JMArHO3a JOCTATOYHO OOHApyXKeHUE aMU-
Jlouna B OXHOM JIOKYCE, TTOpakeHUsT OCTATbHBIX OPTaHOB ycTa-
HaBJINBAIOT HA OCHOBAHWM KJIMHUYECKUX U WHCTPYMEHTATbHBIX
nMaHHBIX. Brorcust Bcex opraHoB, TOMO3PUTETHHBIX HA OTJIOXKEHME
aMuIIona, He PeKOMEHITYeTCsI.

OOHapyXeHue aMujaouaa 1 MOHOKJIOHAJIbHOWM CeKpeluu He-
JIOCTaTOYHO JJIs1 ycTaHOBIeHUs1 nuarHo3za AL-A. Tlna3zmokierou-
Hasl TUCKpPa3usl MOXET ObITh HUKAK He CBsI3aHa C aMWJIOUI030M
(HampuMep, TIpU TPAHCTUPETMHOBOM aMWJIOWIO03€ COITYTCTBYIO-
Y10 MOHOKJIOHAJIBHYIO TaMMAaIlaTUIO BBISIBISTIOT y 23% malneH-
ToB) [13, 14]. B 2TOli CBS3U TUTIMPOBaHUE aMUWJIOUIA 00s13aTEJIbHO
BO BCEX CITyJasiX.

3-1 3TAN. OLIEHKA PACMPOCTPAHEHHOCTH NMPOLIECCA

BoBieueHue BHYTpeHHUX OPraHOB B IMATOJOTMYECKUl Mpo-
1leCC yCTaHaBAMBAIOT Ha OCHOBAaHUM KJIMHMYECKHX JaHHBIX
U Pe3yIbTaTOB JOTIOJHUTEIbHBIX METOIOB UCCIIEAOBAHYSI, U JTUIITb
B OTIEIBHBIX CYYasiX C MOMOILBIO TMCTOJOTUYECKOTO NCCIeI0Ba-
Hus (taba. 1) [12, 15, 16].

B psine ciyyaeB KIIMHUYECKHME TTPU3HAKU MOTYT OBITh HE BbI-
pakeHBbI WJIK OTCYTCTBOBATh, a MOpaXKeHUsI BHYTPEHHUX OPTraHOB
BBISIBJISIIOT TOJIBKO IO JaHHBIM JIA0OPATOPHBIX MM MHCTPYMEH-
TaJbHBIX METOIOB MCCJIeIOBaHusA. B 3T0il CBSI3M BO Beex clydasix
AL-A Heo0X0oa1MMO BBITIOJTHSTH BCECTOPOHHEE 00CIeq0BaHMe T1a-
LIMCHTA.

JI1s1 yTOYHeHUs1 CTeNeHn MOPAKeHNs Cepaua BBITTOTHSIOT Clie-
IYIOIINE UCCIICIOBAHMUS:
onpeneaeHue ypoHst TpormoHuHa T wnu I, NT-proBNP
B CBIBOPOTKE KPOBHU;

* OKT;

cyTouHoe MmoHuTtopupoBaHue DKI u AJl;

Ox0KI' (110 BO3MOXHOCTU C MPUMEHEHUEM COBPEMEHHBIX
METOIMK TKaHEBOM TOMIIEPOMETPUM);

MPT cepaua ¢ KOHTpacTUPOBAHUEM Ta0JIMHKUEM (1O TO-
KazaHUsIM).

OxoKI' ¢ npumMeHeHMEM COBPEMEHHBIX METOJOB TKaHEBOM
JOTITUIEPOMETPUM M OLIEHKOM MMWOKapAUaJIbHON TMPOIOJbHOM
nedopmanuu JIZK nosBosser auddepeHIMpoBaTh MOpakeHUst
cepala, 00ycIOBJIEHHbIE aMWIOUI030M, OT IPYTMX MPUYMH. 3Ha-
YyeHue NpoaobHOM nedopManuu JIZK nmeer Takke MporHocTuye-
ckoe 3HauyeHue [17, 18].

MPT cepaua — BbICOKOMH(pOPMATUBHBIN, 00Jiee YYBCTBU-
TeJIbHBI B cpaBHEHUM cO cTaHgapTHoii DxoKI, merom muarHo-
CTHUKM aMujionao3a cepamna [19, 20].

Jlns yrouHeHus opazKeHusl MOYeK MCCIIeAyIOT:

* CYTOUHYIO IIPOTENHYPUIO;

* aHaJIM3 KPOBU OMOXUMUYECKUIT (001N OeJIOK, aTbOYMUH,

JIaKTaTAETUIPOTeHa3a, MOYEBMHA, KpPEaTUHWH, OWIMpY-
OuH, acrapTaTaMMHOTpaHcdepas3a, aJaHMHAMMHOTpPAHC-
depasa, menouHas gocdarasa, SJIEKTPOIUTHI);
CK® pacuetHbiM MeTonoM 1o popmynam CKD-EPI unu
MDRD nng yrouHeHUsl COCTOSSHMSI (DYHKIIUU TIOYEK U
OIpeie/IeHUsT HeOOXOOMMOCTH MOIU(UKALIMU Teparun
WJIY 103 TIPETapaToB Mpy HAIMYUY TTOYEUHON HEOCTaTOU-
HOCTU U (WIM) OmpelesieHus MOKa3aHUN K Ha3HAYeHUIO
reMoauanu3a.

Jlns ucKmoyeHus nopakeHus nevenu u apyrux opraHos KKT
BBITIOJTHSIIOT:

* KOaryJorpammy ¢ oIpefesieHueM MpOTpOMOrHA, aKTUBU-
POBAaHHOTO YaCTUYHOIO TPOMOOIIACTUHOBOTO BPEMEHU
(AYTB), dpubpuHoreHa;

* Y3U opraHoB OPIOLIHO MOJOCTH;

* HcclieIoBaHuE Kajla Ha CKPBITYIO KPOBb;

* 930(haroracTpoayoieHOCKOIIHIO.

IIpn reMopparnyeckoM CHHAPOME WM TPOMOO3ax CJeayeT
BBITIOJTHUTh KOAaryjorpaMMy ¢ OINpeAesieHueM IpOTpOMOKMHa,
AUYTB, ¢udbpuHoreHa, dakropa X, ¢akropa ¢pon Buniedpanna,
D-numepoB v 1ipu HEOOXOAUMOCTH IPYTUX ITapaMeTPOB.

JInsa MCKII0YeHns1 MOPazKeHUs IMUTOBUIHON XKesie3bl M HAIO-
YeYHHKOB PEKOMEHJIYETCSI MCCAeNIOBaTh TUPEOTPOITHBIM TOPMOH
1 KOPTU3OJL.

4-ii 3TAN. UCCNEAOBAHUE NNA3SMOKNETOYHOI0 KNOHA U UC-
KNKYEHVE MHOXXECTBEHHOW MUEJIOMbI

HUccnenosanue nmapamMeTpoB MIa3MOKJIETOYHOTO KJIOHA HE00-
XOJMMO He TOJIbKO [UTSI TOATBEPKIEHMSI TMarHo3a, HO U JUIS OLIeH-
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B 3QMUNCH

Tabnwnua 1
Kputepuun nopaxenus opraHos npu AL-A
Table 1
Criteria for organ involvement in AL-A

OpraH ononHuTenbHbIE METOAbI UCCNEA0BAHUSA

Cepaue

KnuHuyeckue npusHaku nopaxeHus

CeppeyHas HesoCcTaTo4HOCTb,
aApUTMNA, CUHKONAlbHbIE COCTOAHNA

KT HU3KMIA BONbTaX, MH(APKTONOAOGHbIE USMEHEHNS, HAPYLLEHNS pUTMa
1 npoBoanmMocTn. IxoKI: yTonLieHne MeXOKenya04K0BOI Neperopoakn >12 Mm
1 Apyrue Npu3Haku cUMMETPUYHOI runepTpodum Muokapaa JK npu oTcyTCTBIUM
LPYriX NPUYKUH, PeMOAENNPOBaHNE MNOKapAA N0 PECTPUKTUBHOMY TUMY (YBENMYeHne
pasmepoB 060X NPeLCepAni NpY YMEHbLIEHN Pa3MepOB XeNyA04KO0B); CHIKEHNEe
neopmaunn MUOKapAa Ha ypoBHe 6a3anbHbIX I CPEIHIX CErMEHTOB C COXPaHEHNEM
necbopmaunn epxywkn JDK (metog STRAIN). Mosbiwerne NT-proBNP >332 nr/mn
(Mpw OTCYTCTBMM NOYEYHOI HEAOCTATOMHOCTM UK PUBPUINALUM NPeacepanil)
n T-TponoxuHa >0,035 Hr/mn (I-TponoHuHa >0,1 Hr/mn). MPT cepaua: cuMmeTpuyHas

[oykm HedpoTtuyecknii cuiapom, XbI

runepTpochus MUOKapAa, 04arv cy6annkapananbHoi, MHTpamypansHom

11 TPaHCMypanbHON 3afePXKN HaKOMNEHNs rafonuHns 6e3 COOTBETCTBUS

C MOpaXKeHMeM KOPOHApHOTo GacceiiHa. dHAOMUOKapananbHas G1oncus:
BbISIBMIEHNE OTNIOXKEHWI aMuUnonaa B MIUOKapae

WccnenoBaxue CyTOYHOM MOYM Ha GENOK — HECENeKTUBHas NpoTenHypus >0,5 r/cyT

(vaLLe — HechpOTUYECKOrO YPOBHS). ViccnenoBaHne KpeaTuHiHa CbIBOPOTKM KPOBM,

[TeyeHb CunbHOE noxymeHue, renatoMeranus,

XKENTyXa, reMopparuyecKuii CUHAPOM

HepBsHas cuctema:

nepugepuyeckas CvMMETpUYHAs CEHCOPHO-MOTOPHAaA
NONUHENPONaTMS HMKHNX KOHEYHOCTEN:
OHEMEHMe, napecTte3nu, 601b.
aBTOHOMHas OpTocTaTyeckas runoTeH3us, racTponapes,

3anop, HapyLUeHre MOYEMCTyCKaHus, apek-
TUNbHAA ANCYHKLNS, OCUNIOCTb roNoca

[TopaxeHue xenyaka
U KULLIKY

PaHHee HacbILLEHNe, TOLWHOTA, PBOTA,
3anop unu guapes, ractponapes,
manbabcopbuus, KpOBOTEHEHME

[TopaxeHue MArkux
TKaHei

Makpornoccus, aptponarus, nopaxexue
KOXW, MUONaTua uiu ncesaornnepTpochus
MbILLL, YBEM4EHNE NUMATN4ECKNX Y3N0B,

CWUHAPOM KapnanbHOro KaHana,
CyOMaHanOynsapHbIN 0TeK

[TopaxeHue nerkux Cyxoli Kawienb, 0AblLLKa

MopaxeHue TMnoTNPeos, XpoHMyeckas
LLMTOBUHOI XKenesbl, HaZIN0YeYHNKOBAS HEOCTATOHOCTh
HafINo4eyHNKOB

[lpyrue cMMNTOMbI 061ast cna6ocTb, NOTEPS MACChl TeNa,

nepemMexxaroias XxpomoTta, KpOBOTO4YNBOCTb

pacyet CK® — noBblILLEHNE KPEATUHIHA CbIBOPOTKM, CHIDKEHNE CKO.
Buoncus noyku — BbISBNEHWE OTIOXKEHNA amunonaa B 6MonTate NoyKu

Y3W1: yBenu4eHne Kocoro pa3mepa npasoit 4onu >15 M npu oTcyTCTBIUN
CepheyHON HeaoCTaTO4HOCTL. OBbILIEHNE YPOBHSA LLENOYHOI
thocdharasbl >1,5 pasa BbllLe BEPXHEro 3Ha4eHus Hopmbl. Koarynonartus

dneKTpoMMorpacus: akcoHanbHas CeHCOMOTOPHas NONMHeponaTus.
Buoncus KoXu: 0TNOXeHNe aMinouaa B MHTpasnuaepmManbHblx HepBax

Broncus xenyaka unu KuWKW: 0TNOXEHNe ammnnonaa B CTpoMe

Buoncua npu Muonatuu, nuMageHonaTum, NOPKEHUN KOXu

KT: nHTEepCTULMAnbHbIe N3MEHEHUS, NNEBPUT

MoBbilweHNe TUPEOTPONHOro ropmoHa, CHIXeHUe KOpPTi3oia B CbIBOPOTKE

YnbTpasBykoBsas AONMieporpacus cocyaoB (apTepuii 1 BEH) HIKHUX KOHEYHOCTEN.

ViccnenoBaHue cofepxxanns gaktopa X B CbIBOPOTKE, NPOTPOMOUHA

Tpumeyanne. IKT — anexktpokapanorpadus; JIXK — nesbiit xenynoyek; NT-proBNP — N-TepMuHanbHbIii (oparMeHT HaTpuiiypeTdeckoro nentuaa; XbIM — xpoHnyeckas
60ne3Hb noyek; KT — komnbtoTepHas Tomorpadus; CK® — ckopocTb Kny604KoBOI (DUALTpaLM.

KU TeMaTOJIOTUIECKOTO OTBETa 1 MOHUTOPUHTA 3a00eBanus. J1ist
3TOTO BBITIOTHSIIOT:

1. UccrnenoBanne MOHOKIIOHAIBHOM CEKPeIu ¢ IPUMeHe-
HUEeM ayekTpodope3a 1 UMMYyHODUKAIINN OETKOB CHIBOPOTKU
W MOYM, a TaKXKe C 00s13aTeIbHBIM OTIPEeIEHNEM COIePKaHMS
CJILI Ig ceiBopoTku. 3HaueHue KoHneHTpauuu CJILI Ig Heobxo-
IUMO I omnpenejeHus craauu AL-A, nporHosa, oueHku 3¢d-
(GEeKTUBHOCTU TTPOBOAMMON Teparuy M TUATHOCTUKU PEeIANBa
(mporpeccun). s onpeneneHust koHueHtpauuu CJIL ucnionb-
3YIOT Da3JIMYHbIE METONbI: HederoMeTputo, TypOUIUMETPUIO
1 uMMyHobepMeHTHbI aHanu3. Hedenomerpus spisiercss Me-
TOJIOM BbIOOpa KosimyectBeHHOM oueHku CJIL. BaxHo orme-
TUTh, YTO OINPEAEJSITh KOHLIEHTPALIMIO 11eJ1eCO00pa3HO JIHIlb
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B ceiBopoTke. Onpenenenue u monutopuHr CJILL B Moue He pe-
KOMEeHI0BaH#bI [21].

2. llutonornyeckoe ucciaeaoBaHue KOCTHOTO MO3Ta, a Takxke
UMMYHO(DEHOTUITMYECKOE MCCIIC0BAHUE MIa3MaTHYeCKUX Kiie-
TOK KOCTHOTO MO3Ta METOJOM IPOTOYHOU HUTODIYOPUMETPUH
¢ ucnojb3oBanueM maneau CD138/CD38/CD45/CD19/ CD117/
CD56/CD28 mist monrBepxkneHus quartosa [8, 12]. Ilpu mapa-
nporenHeMun IgM maHenb ucciaenoBanust pononHsior CD20,
CD22 u CD79a.

3. Tucronornyeckoe ucciaegoBaHUE KOCTHOTO Mo3ra (Tytem
TPeaHOOMOTICUN), TIPU HEOOXOAMMOCTH C MIPUMEHEHNEM UMMY-
HOTMCTOXMMUWYECKUX METOIOB ISl TIOATBEPXKACHUS U hOpMyIIn-
poBaHus aMarHosa [8§, 12].



4. MonekynsipHO-UIUTOTEHEeTUYECKOEe MUCCe0BaHNE T11a3-
Marndeckux kinetok merogoMm FISH mnsa BoisaBnenust Hambo-
Jiee TIPOTHOCTUYECKN BAaXKHBIX ITUTOTEHETUIECKUX aHOMAJTUA:
t(11;14), Tpucomuii 5, 9, 15, 1q21. [Ipu yucie mIa3MaTUIECKUX
KJIETOK B KOCTHOM M03Te <10% HeoOX0aMMO UCTIONb30BaTh Me-
TOJ TTIO3UTUBHOM MMMYHOMAarHuTHol cenekmum [12]. ITokasza-
HO, uTto ipr AL-A c t(11;14) 3 heKTUBHOCTh TepaITuid UHTUOW -
TOpaMU MPOTEOCOM U UMMYHOMOIYJISITOPAaMU HUXE, 4YeM TpuU
OTCYTCTBUU 3ToM abeppauuu. Hannuue ammiudpukauum 1q21
aCCOLMUPOBAHO C XYAIIMMU pe3ybTaTaMU MpPU Tepanuu Mel-
danaHoM. BbeisiBieHUE TPUCOMUI KOPPETUPUPYET CO CHUKEHU -
eM o0ulell BbIKMBAEMOCTHU TOCJ€ BBICOKOA03HOro MeJdanaHa
[22—24]. T1pu napanporernHemMuu IgM peKoMeHZOBAHO BbHIMOJI-
HEHUE TeHETUYECKOTo MccliefoBaHUs TMepudepuyeckoin Kpo-
BU U (M) KOCTHOTO MO3Ta Ha Hajguuue myrauuii MYDESEF
u CXCR4"HIM [25].

Tabnuua 2
Cuctema ctagupoBaHus cuctemHoro AL-A
(Mayo 2004/Europian)
Table 2
Systemic AL-A staging system
(Mayo 2004/European staging system)
06was
Mepuana
Moka3atenb Crapgus B";’:"T:?Iimg"’ obuien
3 ner) BbIKUBAEMOCTH
NT-proBNP — I: 06a 100% He pocturnyra.
332 Hr/n MapKepa Hxe 57% nauneHToB
(unm BNP — YKa3aHHbIX XUBbI B TEYEHNE
81 Hr/n) 3Ha4YeHui 10 net
T- —
0,088 By Il o 55% 67 wec
(nnw |-TponoHuy —  MaPKEp Bbllle
0,1 Hr/mn) vnu pase
YKa3aHHbIM
3HaYEHUAM
llla: o6a 52% 15 mec
MapKepa BblLLe
YKa3aHHbIX
3HAYEHMWIA,
NT-proBNP
<8500 Hr/n
llib: o6a 19% 4 mec
MapKepa Bbllle
YKa3aHHbIX
3HaYeHMiA,
NT-proBNP
>8500 Hr/n
Tabnuua 3

MporHocTMyeckas cuctema craguposanusa AL-A
(Revised Mayo Clinic System, 2012)
Table 3
Prognostic staging system for AL-A
(Revised Mayo Clinic System, 2012)

MNokasarensb 3Hayenue bannbl
T-TpONOHMH >0,025 Hr/mn 1
NT-proBNP >1800 nr/mn 1
Paztuua CJIL| >180 mr/n 1

5. KT Bcex oTnenoB Mo3BOHOYHMKA, IPYIHON KJETKU, Taza
(mpennoutenue otaaercss Hu3komozoBoit KT Bcero ckenera) He-
00xonmuMa C IeNbl0 MCKITIOUEHUS CUMIITOMATUYeCKO MHOXe-
CTBEHHOU MUEJIOMBI M COTUTAPHOMN TTA3MOIIUTOMBI.

5-/ 3TAMN. ONPEJENEHUE CTAZIUW AL-AMUTIONA03A

HaubGonee obuienpuHsaToil cucteMoit cragupoBaHusi AL-A
SIBJIsIETCSl  TIpoTHOCTUYecKass Monenb Mayo 2004/Europian,
OCHOBaHHAasi Ha CONEPXaHUM MapKepoB TOpPaXKEHWs Cepala:
T/I-tponioruHa u NT-proBNP (ta6:. 2) [26—28].

B 2012 r. Obiia co3gaHa HOBasi cUCTeMa CTaalUPOBAHMS
(Revised Mayo Clinic System), KoTopasi ipuBeicHa B peKOMEH 1a-
uusix NCCN (National Comprehensive Cancer Network) B 2022 1.
(tabm. 3, 4) [12, 28].

[Ipy mopaxkeHWH MOYeK MCIIOIB3YIOT MTPOTHOCTUIECKYIO CH-
cremy craaupoBaHus G. Palladini (2014), ocHOBaHHYIO Ha CyTOY-
Hoii mpoterHypuu 1 CK® (tabm. 5) [29].

PazpabotaHHbIe COBpeMEHHbIE METOAbl TUATHOCTUKHU, KPU-
TePUU U CUCTEMBbI CTaAMPOBAHMSI MO3BOJISIIOT BEpU(PULIMPOBATH
nauario3 AL-A, oleHUTb pacrpoCTpaHEHHOCThb Mpoliecca, CTe-
MeHb AUCHYHKUIUM TOPaKEHHBIX OPraHOB, YCTAHOBUTH CTAAMIO
3a0osieBaHusl. C MOSIBIIGHUEM HOBBIX BBICOKOI(M(MEKTUBHBIX Mpe-
rnapaToB M IMOJAX0A0B K Tepanuu AL-A nepecran paccMaTpuBaThCs
Kak HekypabOenbHoe 3a00jeBaHue. OQHAKO cTerneHb AMCHYHKINN
BHYTPEHHMX OPTaHOB IMO-TIPEKHEMY OCTAeTCsl BasKHEMUIIIMM TTPO-
THOCTUYECKMM (DAKTOpOM M KpUTepHeM OTOOpa MalMeHTOB Ha

Tabnuua 4
lporHocTuyeckas cuctema craguposanus AL-A
B 3aBUCUMOCTM OT CyMMbI GannoB
(Revised Mayo Clinic System, 2012)

Table 4
Prognostic staging system for AL-A according
to the total score (Revised Mayo Clinic System, 2012)

Cymma 6annos Crapusa MepnuaHa o6Lieit BbDKUBAEMOCTH

0 6annos | He pocturHyTa. 57% 60MbHbIX
XuBbI B Te4eHue 10 net

1 6ann Il 69 mec

2 6anna 1 16 mec

3 6anna v 6 mec

Tabnuua 5
MporHocTMyeckas cuctema nopaxexus novex npu AL-A
(Palladini G., 2014)
Table 5
Prognostic system for kidney involvement in AL-A
(Palladini G., 2014)

BepositHocTb pa3sutus TC XbI

Crapgus MapameTpol B TEYeHHe 3 net nocne
YCTaHOBKM AnarHo3a
| [MpoTenHypus <5 r/cyt 0%
1 CK®>50 mn/muH
Il [poTeuHypus >5 r/cyt 7%
unn CK®<50 mn/mun
I lpotenHypus >5 r/cyt 60%

1 CKD<50 mn/mMuH
lMpnmeyanne. TC XBIN — TepmuHanbHas ctagus XbI1.
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B 3QIMNCH

WHTEHCUBHBIE METOMABI Tepanuu. B 3Toil CBSI3M cBOeBpeMeHHast
nuarHoctTuka AL-A — BaxHeiflnasi 3amada JUisl Bpaveil pa3inud-
HBIX CTIEIMATbHOCTEN, KOTOPhIe Ha TTEPBBIX ITArax BCTPEUAIOTCS
C 3TUMHU MaleHTaMHU.
% %k %k
Asmopul 3as6as10m 06 omcymcmeuu
KOH@AUKmMa unmepecos.

Hccnedosanue ne umeno (purnarcosoii noddepicku.
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CURRENT DIAGNOSTIC CRITERIA FOR AL AMYLOIDOSIS

1. Rekhtina, MD; Professor L. Mendeleeva, VD

National Medical Research Center for Hematology, Ministry of Health of Russia,
Moscow

AL amyloidosis (AL-A) is an extremely heterogeneous disease in clinical
manifestations with no pathognomonic symptoms. Early diagnosis and
cytoreductive therapy allow most cases to achieve a positive effect and to stop

the progression of organ dysfunction. There is a literature review of scientific
information on modern methods for the diagnosis of systemic AL-A. Attention

is drawn to the difficulties in diagnosis, as well as to the main clinical signs that
make it possible to suspect this disease. Consideration is given to the international
criteria confirming the diagnosis and prevalence of the process, as well as
prognostic staging systems. The timely diagnosis of AL-A is the most important
task for physicians of various specialties, who see these patients at the first stages.
Key words: AL amyloidosis, diagnosis.
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