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MpepncTaBneH KNMHMYECKNI cnyyali pegkoro 3abonesaHna ALECT-2-ammnnongo3a novek, ABAAIOLWMIACA NepBbIM onnca-
HMeMm faHHol natonoruu B PO. NpeactaBneHbl faHHble naumeHTky [., 72 roga, o6paTvnach 3a MeanLMHCKON MOMOLLbIO B
pekabpe 2024 r. ¢ xxanobamu Ha BblpaxKeHHYo 006LLyto cnabocTb, OAbILLKY, OTCYTCTBUE anneTnTa, PacnpoCcTPaHEHHbIe OTEKM.
OTmeuanncb NpusHaky HedpOTMUECKOro cMHAPOMa. B xone Mmopdonornyeckoro nccnegoBaHmna riontata noukmn Gbina
BblAAB/IEHA KapTVHa aMuionao3a C NperMyLLecTBEHHbIM NMOPaXeHNEM CTEHOK apTepurii, apTeprors, a Takxe KITyOOUKOB.
Mpu 3TOM OTNOXeHNA NAEHTUGNLIMPOBANNCL Kak He NpuHaanexalyme Kk AA-tuny n AL-Tuny ¢ nomoLbo MMMyHodtoopec-
LIeHTHOrO aHanms3a C NPUMEeHEHEeM COOTBETCTBYIOLWMX aHTUTEN. [TPOTEOMHbBIN aHanM3 MOYN BbiABWUS MOBbILEHME YPOBHA
nerikoumUTapHOro xematokcmyeckoro dpakropa 2 (LECT2), uto cBMaeTenbCTBYET O €ro OTHOLEHUW K amunongoreHesy. Mpu
3TOM B OMUCaHHbIX B IUTepaType cylyyanx, Kak NpaBuio, He Habnhanocb NOBbILLEHUA ero YPOBHA B Nyia3me KPOoBU, Yero
Tak>ke He OblNo 3aperncTprpoBaHO B XOAe NPOTEOMHOIO aHaNM3a KPOBU Y Halleln naumeTku. Takmm o6pa3om, aMmmnonaos C
nopaeHviem noyek obycnosneH y naymeHTkm LECT2 n ngeHtndurumposaH kak ALECT2-amunongos.
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A clinical case of the rare kidney disease ALECT-2-amyloidosis, which is the first description of this pathology in the Russian
Federation, is presented. The data of patient D., 72 years old, who sought medical help in December 2024 with complaints
of severe general weakness, shortness of breath, lack of appetite, and widespread edema are presented. There were signs of
nephrotic syndrome. A morphological examination of the kidney biopsy revealed a pattern of amyloidosis with a predominant
lesion of the arterial walls, arterioles, and glomeruli. At the same time, the deposits were identified as not belonging to the
AA-type and AL-type using immunofluorescence analysis using appropriate antibodies. Proteomic analysis of urine revealed
anincrease in the level of leukocyte chemotoxic factor 2 (LECT2), which indicates its relation to amyloidogenesis. At the same
time, in the cases described in the literature, as a rule, there was no increase in its plasma level, which was also not recorded
during a proteomic blood test in our patient. Thus, amyloidosis with kidney damage was caused in the patient by LECT2 and
was identified as LECT2-amyloidosis.
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K/IMHUYECKHE CJIYHAN

Bcrymienue

He Tak naBHO Benson M.D. 1 coaBT. 06Hapyxu-
JIU CIOCOOGHOCTb K aMUJIOUJOreHe3y y JeUKOoLU-
TapHOTO XeMoTakcudeckoro gaktopa 2 (Leukocyte
Chemotactic Factor 2 — LECT2), koTopbl#i OT-
KJIaJibIBa/ICSl B BUJle GUOPHUIIJ B OYEYHOU TKAHU
61-1eTHeU KEHIMHBI CO CBETJIOKJIETOYHBIM PAKOM
NOYKU U HeppoTHUYeCKUM cuHApoMoM [1]. XoTb
reHeTU4YeCKUH aHaJIM3 U He BbISIBWUJ MyTallMH, OH
nokKasaJs Hajanuue nonumopoHoro G-asess, KOTo-
pbIM KOJUPYET BaJUH B noJsioxkeHUU 40 B cekpeTHu-
pyeMoM GeJsike. HecMOTpst Ha TO, YTO KOHLEHTpa-
uus LECT2 B mia3Me KpoBH y NMalUEHTKU He olle-
HUBaJlacb BO BpeMs HeppP3IKTOMHUHU, HO Yepes 2 roja
6b1JI0 0OHAPY>KEHO, YTO OHA HUXKe pedepeHCHOro
YPOBHHL.

B siuTepaType ecTb eAMHUYHbIE U pelKHe ONHU-
caHus caydaeB ALECT2-amunoumosa [2;3]. Ilpe-
UMYIIECTBEHHO PEerUCcTpUpyeTcs 3a6oJjieBaHUE V
B3POCJIbIX AllMEHTOB U, KaK IPaBuJio, OTpaHUYHUBa-
eTcsl pa3BUTUEM NOYEYHOr0 aMUJIOKA03a. Y nauu-
€HTOB PerucTpupyeTcs HapylieHue GyHKLHU I10-
YyeK, pa3/IM4HOM CTeleHU NPOTEUHYypHUS U 0OIIUD-
Hble KOHIOQUJIbHBIE OT/IOKEHHS] aMUJIOUAHBIX MacC
B UHTEPCTULMAJIbHOM NIPOCTPAHCTBE U llepUMe3aH-
ruajibHo. CeMelHbIA aHaMHe3 MPAaKTUYEeCKH BCeraa
He COZepP>KUT UHGOPMaLluK O pa3BUTUHU GOJIE3HU Y
POACTBEHHUKOB. [€eHOMHBIe HcC/1eJOBAaHUA JeMOH-
CTPUPYIOT B 6OJIBLIMHCTBE C/1y4aeB OTCYTCTBUE MY-
Tauuu B reHe, koaupytomem LECT2, Ho npu aToM
aJlyieJId JAHHOTO T'eHa GbLJIM FTOMO3UTOTHBI 110 Ba-
puaHTy G. KpoMe Toro, y 4acTh 60JIbHBIX KOHILE€H-
Tpauua LECT2 B nmlasMe KpoBM He NOBBILIANACE.
Onucan cny4da coyetanuss ALECT2-amunongo3sa c
[gA-HedponaTuelt, mpoTeKarlleil ¢ BLICOKON Mpo-
TeuHypUel 6e3 3pdeKTa OT NPOBOJUMOU TJIFOKO-
KOPTUKOUJIHOHW Tepanuu [4] 1 MeMOGpaHO3HOU He-
dponaTtuei [5].

OnucaHus KacalTCs NPeuMyLeCTBEHHO aMe-
PUKaHLeB MEKCUKAHCKOI0 MIPOUCXOXKAEHHUH, eCTh
TaK)e eJMUHUYHble ONMCAHUSA C/ydyaeB B MOHI0JIO-
HUIHOU pacoBoy rpynre [4;6]. CienyeT 3aMeTUTb,
yTo B P® faHHOe KJIMHHYECKOoe ONUcaHue cayvas
ALECT2-amMuionio3a ABJIS€TCH IEePBbIM.

LECT2 saBssieTCc XeMOKHWHOM, ONIOCPEAYIOIUM
MUTpalUI0 HeHTPoPUI0B, MHOTOPYHKIMOHAb-
HbIM GaKTOpPOM, YYACTBYIOILUM B pa3/IUYHbIX QU-
3M0JIOTUYECKHUX U MATOJOTMYecKHUX Mpoueccax.
LECT?2 cBsizaH cO MHOTUMU UMMYHHBIMU Mpoliecca-
MU NOCPEJCTBOM €ro CBAA3bIBAHUS C pelleNTopaMu
Ha Kj1eTo4Ho# noeepxHocTu (CD2093, Tiel u Met) B
pas3JIMYHbIX TUNAX KJ1eToK [7]. HapyueHue npouec-
ca ceepTbiBaHus Mosiekyn LECT2 npuBoguT K aMu-
JIOW103y MOYeK, BbI3blBasi 06pa30BaHHe HEPACTBO-
puMbIX GUbGpUI. OH TakKe GbLI OMpesieIéH KaK
xouapomoayauH Il (CHM2 unu ChM-II) us-3a ero
CIOCOOHOCTH CTUMYJIUPOBATh CHHTE3 NPOTEOTJIN-
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KaHa XOHJIpoUMUTOB U pocTta xpsama [8]. LECT2 Tak-
e UJeHTUPULHUPYETCs KaK TelaTOKUH. B remaTo-
LUTaX OH OCYLIeCTBJISIET PErYJASALMI0 B ayTOKPUH-
HOM peXXMMe, HO TaKXKe MOXeT CEKPeTUPOBAThCS B
KPOBOTOK, BO3/IeHCTBYS Ha KJIETKHU JPYyTrUX TKaHel
napakKpUHHBIM 06pa3oM.

OnucaHue KJIUHUYECKOro ciy4dada

[TauuenTka /I., 72 roja, o6paTuiach 3a MeJu-
UHCKOU moMolibio B iekabpe 2024 1. ¢ xajiobaMu
Ha BbIpaXKEHHY0 O6I1YI0 CJ1abOCTh, OABILIKY NPU
bu3nyecKor Harpyske, OTCYTCTBHE aNIeTUTa, I'o-
JIOBOKPY?Ke€HUE, FOJIOBHYI0 60Jib, CAHKOTIAJIbHBIE
COCTOSIHUS, OTEKU HMKHUX KOHEYHOCTEMN, BOKpPYT
rj1as, nepuouiecKd BO3HUKAOLIYI0 TOLIHOTY U
PBOTY.

[TanueHTKa 60JieeT apTepUaJbHON rUIEPTEH-
31el OKO0JIO 5 JIeT, OAHAKO B Te€YeHHe NOC/IeJHEro
Mecslla He IPUHUMaeT aHTUTMIIePTeH3UBHOU Tepa-
MUY, TaK KaK pa3BUJIachb TeHJEHIMs K TUIIOTEH3HUU.
B 2015 r. 6611 AUATHOCTUPOBAH PaK CUTMOBUAHOMN
KHUIIKH, 10 I0BOAY KOTOPOIo MalyeHTKa IPOX0oJH1-
Jla KOMOMHUPOBAaHHOE JileyeHue (pe3eKLus OIyxo-
JIU CUTMOBHUJITHOH KHMIIKH + KYpPChl OJUXUMHUOTE-
panuu). [lepuogudecku mpoBOASATCS NPOLELYPbI
KOJIOHOCKOIUHU, IPU3HAKOB pelji/IUBa OMyX0JH HET.
B Hos16pe 2024 1. mpoxojuJia CTallMOHapHOe Jieye-
HUe B TepaleBTUYeCKOM OTJleJIeHUH 10 IOBOAY Bbl-
saBieHHOU UBC, 6e360/1eBOM HIlIeMUU MHUOKaAP/a,
XpoHUYecKou cepyieuHol HegocTaTouHocTH XCH 26
3 OK. IIpu o6ciie0BaHUN OBLJIO BbISIBJIEHO MOBBI-
1IeHWe KpeaTHUHUHA A0 122 MKMOJIb/J, CHUKEeHHE
YPOBHs 0611ero 6eska B KpoBU 10 46,4 r/i, anb-
OyMHHa KPOBU — 10 22,2 r'/J1, IOBbIIlIEHHE YPOBHS
06111ero xoJectepuHa o0 14,2 MMoJib/J1, JIUIIONPO-
TEMHOB HU3KOU MJIOTHOCTH — f0 10,7 MMoOJIb/J1. B
0011leM aHa/IM3e MOYHU OMpeJiesieHa MPOTEUHYPUS
2 r/na, 1py 9TOM CYyTO4YHas NPOTEUHYPHUS COCTABU-
aa 3,74 r/cyt. [Ipu npoBeseHUU YIbTPa3BYKOBOTO
HCC/eJOBaHUA BbISBJIEHBI MeJIKHe KMCThl CHHyCa
JieBoi nmouku. [Ipu ocMoTpe BpauoM-Hedppos0rom
OblJI KOHCTAaTUPOBAaH HePPOTUYECKUH CUHIPOM
HEyTOYHEHHOW NPUYUHBI U PEKOMEH/0BAaHO J0-
o6cJiejoBaHMeE, 10 JaHHBIM KOTOPOIrO BbIsSIBJIEHDI
KT-npusHaku aBycTopoHHero ruaporopakca. AT k
PLAZ2R, cBOCTBeHHbIE TEPBUYHON MeMOPaHO3HOU
HedponaTuy, 6bIIM OTPULATENbHBI, aHTUHYKJIeap-
HbIM GaKTOp TAKXKe OTpUIIATEbHbIH, ypoBHU C3 U
C4 B m1a3Me KpOBHU OBbLIU B NpefiesiaXx HOpMBI. [1o-
BBILIEHHBIN yPOBEHb KpeaTUHUHA, IPU3HAKHU JHC-
JIMIIUJEMHUH, TUTI0AIbOYMUHEMUHN U TPOTEUHYPUHU
B /JMHaMUKe COXpaHsIUCh. bosbHOM 6bl1 NpOBeAEH
OHKOIIOHCK, IPOJEMOHCTPUPOBABUIMU OTCYyTCTBHE
IIPU3HAKOB OIyX0JIEBOI'O POCTA, PEKOMEH/L0BaHO
BBINOJIHEHUE HePPOOHUOIICUH C 1eJIbl0 BepudHKa-
MY AuarHosa. B nekabpe 2025 r. 61712 BbITIOJIHEHA
Hedpobuorcusi. YpoBeHb KpeaTaHUHA MOBbICUJICS
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PucyHnok 1. O61muii BUj, aMUJI0UAHbIE€ MACChI
pacnoJioXeHbl NapaMe3aHTrHaJbHO (3/IeKTPOHHAsA
MUKPOCKOMHSA)

Figure 1. General view, amyloid masses are located
paramesangially (electron microscopy)

PucyHok 2. CTeHKa Kanu/uispa, OT/IOKeHUs aMWIOUAA
(3/1eKTpOHHAA MUKPOCKONUSA)
Figure 2. Capillary wall, amyloid deposits (electron
microscopy)

PucyHok 3. PuU6Gpu/IbI aMUIOUAA (3/IEKTPOHHAA
MHUKPOCKONHUsI)
Figure 3. Amyloid fibrils (electron microscopy)
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o 154 MKMOJIb/J1, COXpaHSIJINCh HU3KUMHU 3Haye-
HUs o6uiero 6esika KpoBu (45 r/a), anb6yMmuna
(23,5 r/n). lIlporeunypus cocrapisiia 1,9-2,26 r/m.
Tak>ke maMeHTKe BbINOJIHEH 3jeKTpodopes 6e-
KOB KPOBU M MOYM C UMMYHOQUKCALIMEN C LieJIbIo
HCKJ/IIOYEHUS Pa3BUTHUs NapanpoTeuHeMui (1o pe-
3yJbTaTaM - M-rpafijueHT OTCYTCTBYeT), IPOTEOM-
HOTO aHa/Iu3a KPOBU U MOYH.

B xozne Mopdosiornyeckoro uccaeoBaHds 610-
nraTa 6bla BblsIBJleHa KapTHHA aMUJIOK/L03a I10-
YeK C IpeuMYyLeCTBEeHHbIM MTOpaXKeHWeM CTEHOK
apTepui, apTeproJ, a TakXKe Ka1y6o4ukoB. [Ipu aToM
OTJIOKEHHEe UIeHTUDHULIUPOBAIUCh KaK He TPUHA/-
Jgexiuue Kk AA-tuny u AL-TUny ¢ NoMoOIIbI0 UMMY-
HOQJII0OPECIIEHTHOT0 aHaIM3a C IPUMEHEHHUEM CO-
OTBETCTBYIOILUX aHTUTEJL.

Pe3ysbTaThl HeQpoOUONCHUU NTPeACTaBIEHb] Ha
puc. 1, 2, 3.

[Ipu npoBeJeHUU NTPOTEOMHOT0 aHa/JIM3a Kpo-
BHM METO/IOM Macc-CIIeKTPOMETPHUHU 6Gbl1a MoJyyeHa
clenyrolas kKapTrHa (tabJr. 1, puc. 4).

[ToBbIlIEHHBIE YPOBHU PpubpuIrHa 1, anbda-
nenu ¢pubpUHOreHa pacCTBOPUMOI0 pelenTopa 3H-
JoTenrajbHOro ¢akTopa u psja Apyrux 6eKoB
SIBJISIIOTCS] CBU/IETEBCTBOM HecnellndrUiecKUx Boc-
HaJHuTeJbHO-JUCTPOPUIECKUX MPOLLECCOB, MPOUC-
XOJSIIUX B OpraHU3Me MalUeHTKU U He YKa3bIBa-
0T Ha BO3MOXXHbIN NPUYMHHbBIM aMUJIOWU/I0T€HHbIN
npoTteuH. [loBrilenne ypoBHs Ano AlV MoxeT cBU-
JleTeJIbCTBOBAThb O €ro poJiy B pa3BUTHUU aMUJIOU-
[1033, OZJHAKO C/IelyeT IOMHHUTD O TOM, UTO €ro Io-
BbILlIEHHE B KPOBU PU BTOPUYHOM JUCIUTHAEMUH
Ha poHe HEPPOTUUECKOTO CUHAPOMA SIBJISIETCS Xa-
paKTepHbIM NPOSIBJEHUEM PacCTPOUCTB JUIHUAHO-
ro o6MeHa y JaHHOro NpoduJis nauueHToB. Takxke
HCKJII0YAeT ero poJib B aMUJIOU/IOTEHEe3€e U er0 OT-
CYyTCTBHE B MOBBILIEHHON KOHIEHTpALlMU B MO4Ye
60JIbHOM NpU NPOBeJIeHUU MPOTEOMHOI0 aHaJu3a
(Tab6us. 2, puc. 5).

[IoBbIlIEHMEe YPOBHSA JIM30LMMa, TSKENO0N Lenu
HHTUOUTOpA UHTEP-A-TPUIICUHA Aq, 1lenu GUubpH-
HoreHa, adaMUHa U aKBalOpHHa-1 sBJsAETCS CBU-
JleTeJIbCTBOM MOBPEX/AEHUSI MOUEYHbIX CTPYKTYP,
pacrnoJio’keHHbIX KakK B KJy6ouKe, TaK U B 30He Ka-
HaJIbI[€BOTO 3MUTENNSA U UHTepCcTUlUs. OAHAKO 10-
BblllIeHVEe YPOBHS JIEMKOLUTApPHOTO XeMaTOKCHYe-
ckoro ¢axkTopa 2 CBUJETEJNbCTBYET O €ro OTHOILe-
HUHU K aMujaougoreHesy. [Ipu aToM B oNHCAaHHbBIX
B JIUTEpAType caydasx, Kak [paBuJo, He HabJIio-
JlaJI0Ch TIOBBINIEHHUS ero YPOBHS B IJIa3Me KPOBH.
TakuM 06pa3oM, aMUIOK/I03 C TOpPAXKEHHUEM TTOYEK
o6ycsioBJsieH y nanueHTKkd LECT2 u upentudunu-
poBaH kak ALECT2-amunoun/io3.

K coxasieHuto, HeT noHUMaHUs 3P eKTUBHOU
Tepanuu JaHHoU ¢opMbl aMmuaouo3a. [lockonbKy
LECT2 oTHOCUTCA K KaTeropuu npoBOCHaJUTeb-
HBbIX XeMOKHHOB, HAMH 6blJIa MPEANPUHSTA MOMbIT-
Ka Tepanuu 60JbHOU C IpUMEHEHUEM NPeJHU30-

89



M.M. Bartouys, JL.P. A6isaximosa, PA. Typuxoit, EB. Cemenenko, I1.9. ITounaiitute, V1.B. Capsiwmsa

PEJIKVV CJTYYAV PA3BUTUA ALEKT-2-AMWION]IO3A
C IIOPAYXEHMEM ITOYEK

K/IMHUYECKHE CJIYHAN

Tabnmuua / Table 1

CneKTp OGHapy>KeHHbIX 6€JIKOB B CHIBOPOTKE KPOBU

Spectrum of detected proteins in blood serum

Ne Ha3BaHue Gesika MouiekysisipHas Mmacca | pl BeposaTHocTh
1 dubpusnH 1 23266 8.4 p<0,05
s [Facronmuer o peermons cogueroro e | s
3 Anonunonporeus AIV 45399 5.2 p<0,05
4 Anbda-uens dubpuHOreHa 53440 5.8 p<0,05
5 [nukonpoTenH TpoMOOIUTOB 4 88000 6.9 p<0,05
6 Tpanchopmupyouuit paktop pocra 6eta 1 12 000 8.4 p<0,05
7 Kosnaren 1 Tuna anbda-2 127 390 9.4 p<0,05
8 Anbda 1 aHTUTPUIICHH 52000 5.1 p<0,05
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PucyHOK 4. ®parMeHT Macc-CIeKTPOrpaMMbl 6U006pa3na (CbIBOPOTKAa KPOBH)
Figure 4. Fragment of a mass spectrogram of a biological sample (blood serum)

JIoHa B fo3e 15 Mr/cyT. u kKoaxuyuHa B fose 0,5
MTI/CyT., TAaK)Xe MPOBOJUIACh CUMITOMAaTHYeCKas
Tepanusi (MHPY3UU aibOYMUHA, MOYETOHHAs Te-
pamnusi, aHTUKOAryJsiHThl). [lo ucTedeHUH Mecsia
Tepanuu OTMEYaEeTCs OTCYTCTBUE MOJIOKUTEJb-
HOW JMHAaMUKU B OTHOLIEHUH YPOBHS POTEUHY-
pHH, COXpaHSAETCA IMN0aab6yMUHEMUS], TOBBILIEH
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YPOBEHb KpeaTUHWHA KpoBU. CTas MeHee 3aMeTeH
OTEYHBIA CUHAPOM 6Jiarogaps JUYpeTUYECKOHN Te-
panuu. B nepcrnekTUBe MJIaHUPYETCH OCYIECTBUTD
BepuUKAIIMIO aMUJIOUAHOr0 6eJiKa B GHUOMTAaTeE C
nomolnbio aHTH-LECT2-uMMyHoOdJIF0OpeCcIieHIIUH,
OJIHAKO B HaCToOsIee BpeMs JaHHbIM BUJ aHaJK3a
He JlocTyIeH B PO.
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Figure 5. Fragment of a mass spectrogram of a biological sample (urine)

Ta6nua / Table 2
CneKTp oGHapyKeHHbIX 6E/JIKOB B MOYe
Spectrum of detected proteins in urine
Ne HasgaHme GenKa MonekyisipHas pl BeposaTHOCTB
Macca, la
1 JleAKOLMUTapHbIA XeMaTOKCUYeCKUN dpaKkTop 2 16 390 5,6 p<0,05
2 Jluzouum 234 31 11,3 p<0,05
3 Tsxesas 1enb UHTUOUTOPA UHTEP-A-TPUIICMHA 103 357 6,8 p<0,05
4 Aa nenb pubpruHOTreHa 94 973 5,8 p<0,05
5 Adamun 69 069 4,5 p<0,05
6 AxBanopuH-1 28526 6,9 p<0,05
3aksoyenune duHaHcuposaHue. VicciefioBaHMe He UMeJIO
CIIOHCOPCKOM MO ePXKKHU.
HaMmu npepcTaBjieH KJAUHUYECKUH caydai Kondgrukm uHnmepecos. ABTOpHI 3asIBJISIOT 06
ALECT2-amusionio3a ¢ MopakeHUeM MOYeK U pa3-  OTCYTCTBUU KOHPJIMKTA UHTEPECOB.

BUTHEM HePOTHYECKOr0 CUHApPOMA. 3aboJsieBaHUe
ObLJI0 BEpUPUIMPOBAHO C MPUMEHEHHNEM MYHKLH-
OHHOU HePpPOOGUOICUU U MPOTEOMHOTO aHAIU3a
KPOBHU U MOYH.
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