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Pesrome

I'pynma 3a60AeBanmii, 06’bEAMHEHHBIX TEPMUHOM “MOHOKAOHAABHAA TAMMAIIATHA IIOYEYHOTO 3HAYEHHA
(MITI3)”, BkArOUaeT Pa3sAUYHbIC BAPHUAHTHI IAPAIPOTEHHEMUYECKUX ITOPAXKEHUI ITOYEK Y IAIUECHTOB,
HE YAOBACTBOPAIOIINX KPUTEPUAM AHATHOCTUKI MHOYKECTBEHHOM MHEAOMBI 1 APYTHX 3A0KAYECTBEHHBIX
CEKPETUPYIOIIUX ANMO(IIpoAndepaTUBHBIX 3a00aeBanuid. AnarHo3 MITI3 no onpeaeseHH0 MOKeT OBITH
YCTAaHOBAEH TOABKO Ha OCHOBaHuM 6uoncun nmoukn. Oaanm u3 peaxknx sapuantos MI'TI3 asaserca npo-
Au(pepaTUBHBINA TAOMEPYAOHE(PPHUT C ACIIO3ZUTAMH MOHOKAOHAABHBIX HMMyHOrAo0yauuos (IITHMIA),
BBIA€ACHHBIN KaK CaMOCTOATEeAbHAA (popMma anmib B 2004 roay, xapakTepu3yroImuiica NpoAngepaTHBHbIM
HMAHM MEMOPAHOIIPOAN(EPATUBHBIM IIPO(PUAEM IIOBPEIKAECHUA C ME3AHTHAABHBIMU U Cy03HAOTEAMAABHBIMU
ACTIO3UTAMHU MOHOKAOHAABHOr0 MMMyHOrA00yauna G xamma (IgGx), peske — MmoHOKAOHAABHOTO IgAx AN
IgM, 1 KAMHAYECKH IPOABAAIOIIUIICA B BUAE HE(PPOTUUIECKOIO CHHAPOMA C MHKpPOIeMaTypueii, aprepu-
AABHOM I'UIIepTEH3UEN 1 HapyIeHueM pyHKuu moyek. B kpaiine peaxnx cayuanx seraBagerca II'HMIA
C MOHOKAOHAABHBIMH A€TIO3UTAMH TOABKO AETKUX IIETIeH KAIlIa, ¥ AUIIL B OAHOM CAy4Yae B AOCTYITHOM AU~
reparype onucad II'HMUA c aeno3uramu ToABKO AeTKux 1ernei aambaa. ITpu IITHMUA o6uapyxurs
apanpoTerH B CHIBOPOTKE KPOBH HMAU B Moue yAaercsa Bcero B 20-32% caydaes, a mMACHTH(DPUIMPOBATH
CEKPEeTUPYIOIIUI €ro KAOH B KOCTHOM Mo3re — MeHee ueM B 10% cayuaes. ITopaxxenus cepara u Apyrux
opranos npu II'HMUA, B oramune ot Takoro papuanTa MITI3 kak mMMyHOrAOGYAMHOBBINH AMHAOHAO3,
He ontucasbl ['uneprpoduueckas kapanomuonarusa (I'KMIT) mpeacraBaser co0oli reHeTHYECKH ACTEPMU-
HHUPOBAHHYIO KAPAMOMHOIIATUIO, 00YCAOBACHHYIO MyTAaIl€eli B T€HAX, KOAUPYIOIIUX CAPKOMEPHBIE GeAKH
MHOKAPAA, HACAGAYEMYIO B GOABIIIMHCTBE CAy4aeB I10 AyTOCOMHO-AOMUHAHTHOMY THITy. Kpurepuem ana-
raoctuku I'KMIT aBagerca yroamenue creHKH AeBoro sxeayaouka (AZK) >15 mm npu orcyrerBum Apyroro
KAapPAMOAOTHYECKOI'O MAY CHCTEMHOI0 3a00A€BaHMUA, CIIOCOOHOIO IPUBECTH K PA3BUTUIO THIIEPTPOPUU
AK. Mosker HabAroaaTbCs peHOTUIIMUECKOE CXOACTBO MexKAy I'KMIT u runeprpodueii/ ncesaorumnep-
tpodumeii A7K Apyroii 3THOAOTHH, B TOM YHCA€ BCAEACTBHE APTEPHAABHOM I'MIIEPTEH3NN M AMHUAOHMA034,
AOCTOBEPHO IOATBEPAUTH AarHo3 uctuaHoii 'KMIT Bo3M0skHO AuIIs reHeTHUeCKU. MBI IIPUBOAUM Ha-
0AroAeHHE ITAIMEHTA C PaHee He OIMCAaHHBIM B auTepaTtype coueranuem II'HMUA c aerto3uramu MoHO-
KAOHAABHBIX ACTKHUX IIeTeH AIMOAA U IIPOrPECCUPYIOIIEH XPOHUIECKOI 00A€3HBIO II0YEK, U T€HETHIECKH
noaTseprxaenHoi IKMII, n o6cysxaaem TpyaHoCcT: A hepEeHIMAABHON AUATHOCTHKH.

Abstract

The spectrum of monocolonal gammopathy of renal significance (MGRS) merges a group of diseases,
driven by the deposition of monoclonal immunoglobulins in the patients, who do not meet criteria for
diagnostics of multiple myeloma and other blood malignancies. By definition, the diagnosis of MGPS
is based on kidney biopsy findings. One of the rare variants of MGRS, defined in 2004, is proliferative
glomerulonephritis with monoclonal immunoglobulin deposits (PGNMID), presenting with nephrotic
syndrome with microhematuria, arterial hypertension, impairment of kidney function, and characterized
by a proliferative or membranoproliferative pattern of damage with mesangial and subendothelial deposits
of monoclonal immunoglobulin G kappa (IgGx), ot, much rarer — monoclonal IgAx or IgMx. Even rarer
described PGNMID with monoclonal deposits of the light chain kappa, and we found just one case of
PGNMID with monoclonal deposits of the light chain lambda in the literature. Detection of paraprotein
in the serum or urine in PGNMIG is possible only in 20-32% of cases and identification of secreting clones
in the bone marrow is successful in less than 10% of cases. In contrast with immunoglobulin amyloidosis,
heart, and other organ involvement were not described in association with PGNMID. Hypertrophic
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cardiomyopathy (HCM) is a genetic cardiomyopathy, caused by mutations in the genes, encoding sarcomere
proteins, with the autosome-dominant type of inheritance. Diagnostic criteria for HCN is the left ventricular
(LV) wall thickening >15 mm in the absence of other cardiac or systemic disease, which can cause LV
hypertrophy. Phenotypic ovetlap between HCV and LV hypertrophy/pseudohypertrophy of other etiology,
including arterial hypertension and amyloidosis is common, definite confirmation of the true HCM is
possible only with genetic testing. Hereby we present a case of a previously not reported combination of
PGNMID with monoclonal light chain lambda deposits and genetically confirmed HCM and discuss the
difficulties of diagnostics and differential diagnostics.

Key words: kidney biopsy, proliferative glomernlonephritis with monoclonal immunoglobulin deposits, monoclonal protein,
lambda light chains, chronic kidney disease, chronic heart failure

Bseaenue

TepMHH MOHOKAOHAABHASA TAMMAIIATHA IIOYEYHOIO
suadenua (MITI3) Osia BrepBee BBeAeH MexayHa-
POAHOIT pabodeil IPYIITON IO N3YYEHUIO ITOYEK IIPH
MOHOKAOHAABHBIX rammanatusax B 2012 roay. Beeaenne
nousatuad MITI3 11o3BOAHAO OOBEAUHHUTD PA3AHYHBIE
BAPUAHTEI IAPAIPOTEHHEMIYECKIX OPAKEHHI ITOYEK
y IALUCHTOB, HE YAOBACTBOPSIOIIUX KPUTCPHAM AHA-
THOCTUKH MHOKECTBEHHON MHEAOMBI H APYIHX 3AOKA-
YECTBEHHBIX CEKPETHPYIOIIHX AUMQOIpoAndepaTus-
HBIX 3200ACBAHHIA, 1 IOAYCPKHY T OTAHYHE COCTOAHMEL
C TIOpaKe€HHEM OpPraHa-MHIIEHH — ITOYEK — OT MOHO-
KAOHAABHOI FAMMAIIATHI HEOLIPEACACHHOIO 3HAYCHIA
[1]. B 2019 roay Ta e Pabowas rpyma omnyoAuKOBaAa
Koncencyc, 0OHOBHBIIINIT OIIPEACAEHHE H AUATHOCTH-
geckue kpurepuu MITI3. Coraacuo stomy Koncercycy,
tepmra MITI3 oTHOCHTCA K COCTOAHMAM, KOTAQ IMEETCH
OAUH HAH OOACE BAPHAHT IIOPAKCHUSA IIOYCK, OOYCAOB-
AEHHBIH MOHOKAOHAABHBIM HIMMYHOI'AODYAHHOM, HO Ce-
KPETUPYIOITUH B-KACTOUHBIN MAN ITAA3MOKAETOYHBII
KAOH, HE BBI3BIBACT OCAOKHEHUM, CBA3AHHBIX C OILIYXO-
ABIO, I HE COOTBETCTBYET T€MATOAOTHYECKUM KpHUTE-
PHAM AAf IIPOBEACHHS CIICII(DIICCKON Teparuu [2].
Pacupocrpanennocts MITI3 ne nsydena, B Hauboaee
KPYITHOM MHOTOIIEHTPOBOM HCCAEAOBAHIHI COOOIAETCS
0 280 marmenTax ¢ pasamaneiMu BapuanTamu MITI3,
BBIABACHHBIX 32 ITepuoA ¢ 2003 mo 2020 roa B 19 1en-
rpax u3 12 crpan [3]. [To AaHHBIM OTEYeCTBEHHON HCCAL-
sosateaert MITI3 esBAsirace B 4,9% caydaes oT Beex
MOP(OAOTHYECKH ITOATBEP/KACHHBIX HedppomaTnii [4].

l'uneprpodudeckas kapamomuonatusa (IKMIT)
IIPEACTABASET COOOM IeHETUIECKN ACTEPMUHHPOBAH-
HYIO KAPAHMOMEOIIATHIO, OOYCAOBACHHYIO MyTalHei
B I'€HAX, KOAUPVIOIIHX CapKOMEpHBIE OCAKH MHO-
KapAQ, HACACAYEMYIO B OOABIIIMHCTBE CAYYAEB IT0 ayTO-
COMHO-AOMHHAHTHOMY THIIY C PACIIPOCTPAHECHHOCTBIO
~1 ma 500 wenrosek B o0IIEH Honyadruu. Kpurepuem
amarsoctuku I'KMIT asaserca yroamenne creHkn Ae-
BOrO KeAayAouka (AZK) >15 Mm IpH OTCYTCTBAE APYTOTO
KAPAHOAOTMYIECKOIO MAU CHCTEMHOIO 3a00AEBAHHUA,
CIIOCOOHOTO IIPUBECTH K pa3BuTHIO rureprpocrm AJK.
Hepeaxo mmeercsa peHOTUIIIYECKOE CXOACTBO MEKAY
I'KMIT u runeprpocueii/uceBaoruneprpodueii A7K
APYTOII 5THOAOIUH, B TOM YHCAE BCACACTBHE apTepU-
AABHOH I'HIIEPTEH3NH H AMHAOHA032. AOCTOBEPHO ITOA-

TBepAUTH AarHo3 ucruauoi [’ KMIT BosmoxHO Anms
reHeTHIecKu [5, 6].

MBI IpUBOAMM HAOAFOACHHE IAITEHTA C KOMOMHA-
nwpeit MITI3 u IKMIT u obcyzxaaem tpyanocTa aud-
pepeHIIaAbHON ANATHOCTHKH.

Kannunugeckoe HabAroA€HHE

[TarrenT 66 AeT OOPATHACA 32 KOHCYABTAIIEH K HE-
dpoaory B I'Kb um. C.IL Borkuma B HOsOpe 2021 r.
C aA00aMH Ha OTEKH HIKHUX KOHEYHOCTEH, TOAOBO-
KPYZKEHHe, TIOBBIIIICHHE aPTEPHAABHOTO AaBACHHA (AN,
COITPOBOKAQFOTITHECH HOFOIIUMI OOAAMH B AEBOH ITOAO-
BUHE IPYAHOI KAETKH 0e3 CBA3HU C cpI/ISI/Iqe(:Kof/'I HArPy3KOH.

Anamue3s

B Tegenne 10 Aer crpasaeT aprepuasbHOM THIIEP-
tersuei (Al) ¢ MakcuMaAbHBIM mOBEIIICHHEM AN
A0 220/115 MM PT.CT., PEIYASIPHO IIOAYIAA KOMOMHH-
POBAHHYIO TMIIOTEH3UBHYIO TEPAIIHIO, HO IIEACBOTO
yposasa AA aAocruus He yaaBasocs. Habaropaacs ypo-
AOTOM ITO TIOBOAY AOOPOKaYECTBEHHOMN TUIIEPITAA3HH
npeacrareaprol xxeaessl (ALTIZK). Caxapuerii anader,
nH(APKT MUOKAPAA, HHCYABT B AHAMHE3E OTPHIIACT, CBE-
AEHHI O ITOKA3aTEAAX AADOPATOPHBIX MCCAEAOBAHUIT
A0 2020 roaa mer. CeMeHHBIN aHAMHE3 II0 3200A€BA-
muaM rrodek 1 I'KMIT me oraromen.

B aexadpe 2020 roaa meperec HOBYIO KOPOHABUPYC-
myro uadeknuro (COVID-19), mocae gero nmosBuancs
OTEKH CTOII, YEPE3 MECHIT IIPU AMOYAATOPHOM ODCAEAO-
BAHUH BIIEPBBIEC OOHAPY/KEHBI IIOBBIIIICHUE CEIBOPOTOY-
noro kpearurnna (Ckp) u Aerkad anemus (Tabanta 1).
Yepes moAroaa aneMus COXpAHAAACH, OTMEUEHO HAPAC-
tarne CKp, BoIIBACHA MACCHBHAS ITPOTEHHYPHSA, MUKPO-
reMaTypI/Iﬂ, rHHOHpOTCHHeMI/IH, I“I/IHOQ.AI)6YMI/IHCMI/IH,
runepypuxemus (Tabauma 1), aucauruaemus (oOrImuit
xoaecteput 5,36 MMOADB/ A, AHIIOIIPOTEHHBI HU3KOI
IIAOTHOCTH 3,8 MMOAB/ A); ACHKOIIUTEL B TPOMOOLIUTHL
nepudepruueckoil KpoBH B HOPME, IIPOCTAT-CIICII-
uudeckuit anTured oomuit 6,6 Hr/MA, CBOGOAHBILI
3,1 ur/mA. [To AaHHBIM YABTPa3BYKOBOIO HCCACAOBA-
HHA — MEAKHE KHCTHI AeBOIT rmouxn, mpusaakun AI'TIK.

Koncyapruposan nedppororom B PeaepasbHom
LIEHTPE, AHATHOCTUPOBAH HE(DPOTUICCKUN CHHAPOM
(HCO), B centabpe 2021 roaa rociuTaAu3upOBaH AAfA
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LIPOBEACHHSA OHoIICHU ITOYKH. Bemoanena nedpobu-
OIICHf, TUCTOAOTHIECKOE NCCACAOBAHUE IIPOBOAUAOCH
B OoTAeAeHnU rmarororudeckor anaromuu I'Kb Ne52.
[Tpu cBeroBoit Mukpockornuu u3 11 kAybo9koB 3 mmoa-
HOCTBIO CKAEPO3UPOBAHEL, B 4 — YUACTKH CETMEHTAPHOTO
CKAEPO34a, OCTABIIIHECH KAYOOUKU UMEIOT AOABYATYIO
CTPYKTYPY C BRIPAKECHHON ME3AHITHAABHON SHAOKAIIHA-
AfpHON mpoAndepanuel # OCCKACTOYHBIME Y3AAMI
B LIEHTPE AOACK B 3 KAYOOUKAX; HHTEPCTHIINAABHBIN
ubpos n Tyoyaapuas atpocpua 25-30%. Oxpacka
Komnro-kpacuemm meratusua. [Ipu nmmyrodAroopec-
neHTHOM Hccaepopanun IgM++, C3+, aerkue nenn
At++ B Mesanrnu u 1o mepuepHH KAIIHAASPHBIX IIC-
TEAB. 3AKAIOYCHHE 110 PE3YABTATAM IHCTOAOTHYECKOTO
HCCACAOBAHUS: KAPTHHA MEMOPAHOIIPOANDEPATHBHOTO
raoMepyroHedpura ¢ IpeodOAAAAHTEM HMMYHHBIX
KoMITAEKCOB Kaacca IgMA; aarnas mopdoAormaeckas
KAPTHHA MOXKET COOTBETCTBOBATH TAOMEPYAOHEDPUTY,
4CCOLUHUPOBAHHOMY C ayTOMMMYHHBIMU, HH(EKIHOH-
HBIMH HAH AUMQOIIPOAngEpaTUBHBIME 3200AEBAHM-
AMH, YIUTBIBAA IPEOOAAAAHHIE AETKOH IIEITH A HEOOXO-
AMMO HCKAIOYHTh MOHOKAOHAABHYEO TAMMAIIATHIO.

B Teuenne caeAyromux AByX MeCAIeB COXPAHANACH
Aerkas aemud, mepcuctuposar HC, ormedeno napac-
tarue CKp u camxenne C3 KOMIIOHEHTA KOMITAEMEHTA
(Tabamma 1), aefikorursr u TpoMOOIHTE Iepudepu-
geckoii kpou 1 AAI' B HOpMe, CBIBOPOTOUHOE KEAE30
HE3HAYUTEABHO CHIIKEHO — 9,5 MkMOAB/ A. [IpoBeacHO
pasBepHyTOE HMMyHOAOrHYecKoe obcaeaoBanue: C4,
PEBMATOHAHBIN (DAKTOP, AHTHTEAA K SACPHBIM AHTH-
TeHAM, AHTUTCAA K IIHTOIIAA3ME HEHTPOMHAOB, IOAU-
KAOHAABHBIC HIMMYHOTAOOYANHBI — B IIPEAEAAX HOPMEIL,
KPUOTAOOYAMHBI HE OOHAPYKEHBI; MH(EKIIMOHHBIH
CKPHHUHT OTPHIATEABHBIN. [IpH nMMyHOXHMITIECKOM
HCCACAOBAHIU DEAKOB CHIBOPOTKU KPOBH 1 MOYH BBIfAB-
AeHa MOHOKAOHaAbHAsA cexkperrus [oGA Huskoro ypoBus
CO CACAAMU BBIXOAA IIAPAITPOTEHHA B MOUY, OeAOK berc-
Asxonca B moue ne ooHapyxen (Tabamma 1).

Hamnpasaen na koucyasramnuio B I'Kb um. C.I1. bor-
KIHA.

AaHHbIe (PU3UKAABHOTO 00CACAOBAHNA

Cocrosirue cpeanert Tsxectn, poct 170 cMm, Bec
69 xr, IMT 23,9 kr/m?. Kowxa 4ncras, oObI9HOI OKpa-
CKH, OTEKH CTOII U roAcHeH, mepudepudeckue AUM@O-
Y3ABI HE ITAABITHPYIOTCS, CYCTABBI HE H3MEHCHBI, ABEIKC-
HUA HE HAPYIIEHBL. YacToTa ABIXaTEABHBIX ABIKEHUIT
17 B 1 MunyTY, ABIXaHHE IIPOBOAUTCS BO BCE OTACAEL, BE-
3UKYAAPHOE, XPUIIBI HE BBICAVIITHBAIOTCA. TOHBI CepAIIa
YAOBACTBOPUTEABHOH 3BYIHOCTH, PUTMUYHEIC, 9ACTOTA
CEPACYHBIX COKPAIIEHHI 76 yAAPOB B 1 MUHYTY, IIATOAO-
rudeckue tymel He BercAyrmsarotces. AA 180/80 mu pr.
cr. SI3BIK BAQXKHBIH, KUBOT IIPH HMAABIIALIII MATKAL,
6e300AE3HEHHBIN BO BCEX OTAEAAX, IIEPUTOHEAABHEIE
CHMITTOMBI OTPUIIATEABHBIE, ITEYEHb BBICTYIIACT HA 2 CM
U3-II0A Kpas peOCpHOI AYIH, CEAC3CHKA HE ITAABIIHPY-
ercst. OOAACTD ITOYCK HE M3MCHCHA MOYCHCITYCKAHIC
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cBODOAHOE, 6E300AE3HEHHOE, MOYA OOBIYHOTO ITBETA,
anypes 1800 MA B cyTkm.

Kannanueckoe cyxaeHue

Hamboaee BepOATHEIM IIPEACTABAAACA AHATHO3
MOHOKAOHAABHOM I'AMMAIIATHH ITOYECYHOIO 3HAYCHNS,
OAHAKO OTMEYEHO HECOOTBETCTBHE MEKAY MOHOKAO-
naapnol cexperrer (IgGM) 1 AerosuTaMu B IogedHOR
tranu (IgMA), HasHauena Auyperudeckas 1 HepoIrpo-
TEKTUBHAS TEPAIIHSA, PEKOMEHAOBAHO BEIIIOAHEHHE 3XO0-
kapAnorpacdmn (9xo-KI') n koHcyAbTAIIIA TEMATOAOTA.

AaAapHelIIee 06caeAOBaHIE

B redenne caeayrormmx 4 mMecAreB 00CAEAOBAACH aM-
Oyaaropro. Dxo-KI' — cummerpuanan runeprpodus
N (Tabamma 1) AmasTanus npeAcepAui, "3epHu-
cTOCTh MHOKapAa'. KOHCYABTHPOBAH I€MaTOAOIOM, BbI-
IOAHEHA ITYHKIINA KOCTHOTO MO3T4, 110 AAHHBIM MHEAO-
IPAMMBI YHCAO IIAA3MATHYCCKIX KACTOK U AUM(OLINTOB
HE3HAYUTEABHO IIPEBHIIIAAO BEPXHUE IPAHUIIBI HOPMBI
(Tabamma 1), AMArHOCTHPOBAHA MOHOKAOHAABHASA TAM-
MAIIATHA HEOIIPEACACHHOIO 3HAYCHHSA, PEKOMEHAOBAHO
posecTH KomiproTepHyio Tomorpaduio (KT) opramos
OPIOIIHOI TIOAOCTH H OCTCOCLHHTHIPA(UIO.

CoxpaHAAaCh aHEMHA AETKOH CTEITEHH, ACHKOIIUTEL
U TPOMOOIHTHE HeprudepuvecKkoil KpoBU B HOPME.
KT oprauos rpyAHoii u 6p}0mH0171 IIOAOCTH: KOAWTYE-
CTBEHHOE YBEANYCHHE BHYTPUIPYAHBIX AMMMOY3AOB,
acrut, rerratomeraand. OcreocnnuTUrpadus: Ogarun
naroaorudeckoil dpuxcanuu B 9 u 11 pebpax cupasa
u B 7 pebpe caepa. [IpoBeaeHa MOAEKyAAPHAA AHATHO-
CTHKA ITAHEAU MAPKEPOB MHOMKECTBEHHON MHEAOMEI,
axcrpeccun reaop MAGE-A3, MAGE-A6, PRAME,
NY-ESO-1 me ob6Hapy#eHO, HOBTOPHO KOHCYABTHPO-
BAH T€MATOAOTOM, BHOBb AUATHOCTHPOBAHA MOHOKAO-
HAABHAA TAMMAIIATHA HEOIIPEAEACHHOTIO 3HAUCHUA.

B ampeae 2022 roaa o6caeaosan B I'Kb Ne31 B cpasu
C BIIM30AOM IIOTEPU CO3HAHUA ITOCAE YCHACHUSA I'U-
notensuBuon Teparuu. Ha OKI' 3aperucrpuposana
CUHYCOBasA OPAAUKAPAHUA C HOPMAABHBEIM BOABTAKOM
kommackca QRS n matoaormueckum syomom Q B 111
orseaernu (Pucynox 1). Dxo-Kl'-uccaeaoBanue mpo-
AEMOHCTPHPOBAAO OBICTPO HAPACTAOINYIO ACHMME-
Tprunyto runeprpoduro AJK, crerxn AJK nmean me-
OAHOPOAHBII 3epHHCTHIH Xapakrep. Ppaknus BHOpoca
AIK coxpanena (60%). [IpusrakoB 0OCTPYKIIHI BEIXOA-
soro tpakra AJK BeIBACHO HE OBIAO (MAKCHMAABHBII
AEBOIKEAYAOUKOBO-A0OPTAABHBIH IPAAMEHT COCTABAAA
3,2 MM PT.CT. B TIOKOE), BBIABAEHA AHACTOAIYIECKAA AUC-
(byHKIHA ¢ HAPYIIICHHEM PEAAKCAIINHE (COOTHOILICHUE
ITHKOBOI CKOPOCTH PAHHETO AHACTOAMYECKOTO HAIIOA-
HEHUSA KEAYAOUKA K ITHKOBOH CKOPOCTH AHACTOAMYE-
CKOTO HAaIIOAHEHUs B CUCTOAY Ipeacepanii (E/A) 0,67)
(Pucynok 2). BeImoAHEHO CyTOYHOE MOHUTOPHPOBAHIE
OKI' mo Xoarepy — cunycoBast OpaAHKAPAUS: CPEAHSL
YaCTOTA CEPACUHBIX COKPALLCHNUI ObiAa 54 YA/ MUH B Te-
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Puc. 1. 3KT: crHycoBas 6paivkapamns, YacToTa CepAeUHbIX COKpaLLeHnn 53 yaapa/MUH, HOPMasbHbI BobTax komnnekca QRS,
natonorunyeckuin 3ybey Q B lll otBegeHmM.

Fig. 1. ECG: sinus bradycardia, heart beat rate 53 per minute, normal QRS voltage, abnormal Q-wave in the lll lead.

Puc. 2. 5XO-KI: yBenuueHre Maccbl Xenyo4KOB U 3epHUCTOCTb MoKapaa JTXK (a);
Avnatauma npegcepanii ¢ HeboNbLWIM BbIMOTOM B NONOCTU Nepukapaa (6).

Fig. 2. ECHO-CG: ventricular mass enlargement and left ventricular myocardium ganulosis (a);
atrial dilatation with mild pericardial effusion (b).

gyeHne AHA, 52 yA/MuH B Tedenue Houn n 53 yA/Mun
32 BECh IIEPHOA PETHCTPALINH; KEAYAOUKOBAS IKCTPa-
crucroAa: 1, HaAKEAYAOUKOBEIE 9KCTPAcHCTOABL 9. [1ay3
>2 cex. 1 3HAYNMOMN Ancnosurmu cerventa ST He 3ape-
rucTprupoBaHo. LInpKaAHEI HHACKC OBIA PE3KO CHIKEH
A0 1,03. CkoppekTHpOBaHa THIIOTCH3UBHAA TEPAITHA,
HA3HAYEHO I'€HETUYIECKOE NCCACAOBAHUE AASl ICKAIO-
gernsa ' KMIT u psaa naduAbTpaTHBHBIX 3a00ACBAHNIT
cepara — NGS-mmaneas na 17 renos.

Yepes 3 mecAIIa HOAYIEHBI PE3YABTATH I€HETHYC-
CKOTO MCCAEAOBAHMSA: MYTAIHI B I€HE TPAHCTHPETHHA
u rene GLA BBISBACHO He OBIAO, OAHAKO B 2K30HE
29 rera MYBPC3, KoAHPYIOIIEro cepAEUHbIN MHO3UH-
cBA3BIBArOIil 0eAOK C, BEIABAEH HYKACOTUAHBIH BApU-
anT ¢.3137C>T (chr11:47333610G>A, NM_000256.3;
rs371061770) B reTepO3UTrOTHOM COCTOAHHUH, IIPHBOAA-
U K aMHHOKHCAOTHOMY BapuauTy p. T1046M.

B aprycre 2022 r. BerBAeHO HapacTanue CKp u ru-
noxaAbnumemus, mepcucruposasu HC, mukporematy-
pus, amemud (Tabanma 1) 6e3 OTKAOHEHUIT YHCA ACH-
KOIIUTOB M TPOMOONNTOB IepudepUICCKON KPOBH.
O0GcAEAOBAH IeMaTOAOIOM, IIPHU MMMYHO(EHOTHITH-
POBAHHI KACTOK IepudepUIeCKO KPOBH aHOMAAUIL
nMMyHO(EHOTHIIA HE BBIABACHO. BhImoAHEeHa Tpema-

HOOHOIICHA KOCTHOTO MO3Ia, MUEAOTPAMMA HE BBIABHAA
HAPACTAHUSA YHCAA IIAA3MATIICCKUX KACTOK 1 AnMGO-
nutoB (Tabauma 1); mpyu CBETOOIITHYECKOM U HMMY-
worucroxumugeckom (MI'X) nccaeaoBanum onyxoan
B MaTepHase He obHapyxeHa. VIMmyHODEeHOTHIIHPO-
BAHHC KACTOK KOCTHOTO MO3Ta: IIOIYASALIMSA ITAA3Ma-
THecKuX KAeToK ¢ peroturiom CD45,, CD38y .+
CD138+CD56-CD19+ nmoAumkAoHaAbHAS, COOTHOIIIE-
Hue cytkappa/cytlambda 1.72.

B oxraope 2022 r. manueHT 9KCTPEHHO TOCIIHTA-
AU3UPOBAH B TEPANEBTHYCCKUN CTAIIHOHAP B CBA3H
¢ noeirenuem AA Ao 220/110 mm pr.cr., Ha done
IIPOBEACHHOTO ACYCHUA AOCTUTHYTO CHIzKeHHE A/
A0 160/100 mm pr.cT., HO TIPH OOCACAOBAHHIN BbIAB-
ACHO IIPOIPECCUPOBAHUE IIOYCIHON HEAOCTATOUHOCTH
(Tabanma 1).

[Tocae BBITHCKK IIPOBEACHO IIOBTOPHOE HMMYHO-
XHMIYECKOE HCCACAOBAHUE OEAKOB CBIBOPOTKU KPOBIU
U MOYH, IIOATBEP/KACHA MOHOKAOHAABHASA CEKpEIns
IgGA HE3KOrO ypOBHA C BEIXOAOM IapapOTCHHA
B MOYY, BBUIBACH OeAOK berc-Axonca A B moue (Ta-
6amra 1). Bormoanena rnosropHas Tpernanodnoncus
KOCTHOT'O MO3Ta — peakTHBHEIE n3MeHeHud, npu MI'X
O0OHApPYKEHBI EAMHHYHBIE ITAA3MATUYECKAE KACTKH
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Ta6bnuua 1 | Table 1

JunHamunKa nabopaTopHbIX MokasaTesneii nauyneHTa 3a 2021-2023 rr.

Patient’s laboratory data during follow-up period 2021-2023

MokazaTens AnBapb WMionb  HoAbpb AxBapb Anpenb Asryct OktAbpb [lekabpb fAHBapb Uionb
2021 2021 2021 2022 2022 2022 2022 2022 2023 2023
HB, r/n 117 115 113 100 99 90 97 70 101 100
CKp, MKmonb/n 143 166 185 188 235 459 507 410 502
OB, r/n 57 52 50 46 38 43 58
AnbbyMUH, r/n 32 27 26 20 24 31
MoueBvHa, Mmonb/n 16,0 14,6 18,2 31,2 34,6 29,0 253
MK, mkmonb/n 495 398 404 338 536 514 308
Ca obwwuin, Mmosnb/n 1,99 1,82 1,96
C3 (Hopma 0,9-1,8), r/n CHUXeH 0,87 1,05
MTr (Hopma 15-64), nr/mn 228 216
NT-proBNP (Hopma 0-125), nr/mn 6849 2260
cny, r/cyt 50 82 9,2 8,7 13,0 57
Sp B n/3p 20-30 20-25 70-90 10-12 30-40 12-14 0-1
IgGA cbIBOpOTKa, I/n 2,7 13 1,8 3,0
IgGA moua, r/cyT cnenbl cnepbl 0,4 0,23
B-JA moua, r/cyT HeT cneppl cneppl HeT
MK k/m (Hopma 0,1-1,8), % 3,2 3 2
Iy k/m (Hopma 4,3-13,7), % 19,6 17 12
TonwmHa M, mm 15 19,5 16 13
TonwwmHa 3CJTK, mm 13 14 14 13

CokpatieHms: He — remorno6uH; CKp — KpeaTuHWH CbiBOPOTKY KpoBu; OB — 0bwwuin 6enok cbiBopoTkn Kposwu; MK — moueBas KMcnoTa CbiBOPOTKU Kposu; Ca obwnin —
06K KanbLmin CbIBOPOTKU KpoBu; C3 — C3 KOMMOHEHT KOMMIEeMeHTa CbiBOpOTKU KpoBu; MTI — napatupeonpHblii ropmoH; NT-proBNP — N-koHLeBol ¢parmeHT
npeaLwecTBEHHVIKA MO3roBOro HaTpuitypeTudeckoro nentuaa; CMNY — cyTouHas npoTenHypus; 3p B N/3p — SpUTPOLMTbI B Nose 3peHns; IgGA — MOHOKJIOHaNbHbI
UMMyHorno6ynuH GA; B-JA - 6enok beHc-[xoHca A; MK k/M — nna3maTtuyeckime KNeTkin B KOCTHOM Mo3re; JTy K/M — numboLuTbl B KOCTHOM Mo3re: MXKIT - mexkenyaoukoBas

neperopogka; 3CJ1XK — 3aaHAR CTeHKa 1EBOro XKeny[ouKka

Abbreviations: Hs — hemoglobin; CKp - serum creatinine; OB — serum total protein; AnbbymuH — serum albumin; MoueBuHa - serum urea; MK - serum uric acid;
Ca obwmin — serum total calcium; C3 - C3 serum complement; NT-proBNP — N-terminal pro-brain natriuretic peptide; CMY - 24 hours urine protein excretion;
3p B n/3p - red blood cells per high power field; IgGA - monoclonal immunoglobulin GA; B-JA - urine Bence-Jones protein A; 1K k/m - bone marrow plasma cells;
Jly K/m - bone marrow lymphocytes; M - interventricular septum; 3CJ1X - left ventricular posterior wall

nosutuBHele Kk antureaam CD138, %, . MccaeaoBan
ypoBeHb N-KOHIIEBOTO (hparMeHTa IPEAIICCTBEHHIKA
Mo3rosoro Harpuypermdeckoro nerrruaa (NT-proBNP)
B CBIBOPOTKE KPOBH, OH OKasaAcs Doaee dem B 45 pas
BBIIIIEe BepxHeH rpanniel HopMel (Tabamma 1). Ber-
ITOAHEHA 330(haroraCTpOAYOACHOCKOIIUS ¢ OHOIICHEH
Ha AMHAOHA, AMHAOHAQ HE HAMACHO. BHOBD KOHCYABTH-
POBAH reMaTOAOTOM, AHATHO3 MOHOKAOHAABHOI IaMMa-
HATHH [IOYEYHOIO 3HAYCHUSA HE IIOATBEPIKACH.

Tl'ocnurasnsanua B HePOAOTHIECKOE OTACACHTE

B ackabpe 2022 roaa cBA3n ¢ HapacTaHHUEM OTe-
KOB IOBTOPHO oOpartuact k Hedpoaory B I'Kb
nm. C.IL borknna, rocnmrasnsuposan. [1pu mocry-
nAeHun — anacapka, acuut, AA 160/100 mm pr.cr.,
anypes 800 ma/cyrku. BeisiBaeHO mporpeccnposamme
HePPOTUUECKOTO CHHAPOMA, ITOYEIHOH HEAOCTA-
TOYHOCTH H AHEMUU, IIOBEIIIICHUE YPOBHSA IIapaTHpe-
omanoro ropmona (ITTT) Ao 3,5 HOpM, coxpaHAAHCH
IUIOKaABIIMEMuA U cHikeHue yposaa C3 mpu HOp-
MarbHOM ypobae C4 (Tabauma 1); oOparmaan Ha cebs
BHnManue Aerkas anmaemus (pH kposu 7,32, aedpurnr

418 Hedponoruam gnanms - T. 25, N2 3 2023

OCHOBAHUIT -8 MMOAB/A) 1 IIOBBIILIEHUE KAAMSA KPOBH
AO 5,7-6,5 MMOAB/ A. TTpoBoArAach GeAkOBO3aMECTH-
TeAbHAA, HH(PY3HOHHO-KOPPUTUPYIOINAA, AUYPETH-
4YecKas, IPOTHBOAHEMIYCCKAs TEPAIIUS, BEIIIOAHCHA
AQITAPOCKOIIMYECKH-ACCHCTUPOBAHHAA IMIIAAHTAIUA
Katetepa AAfM IEPUTOHCAABHOIO AMAAU32, U B AHBAPE
2023 roaa HAYATO ACYCHUE IEPUTOHEAABHBIM AHAAT3OM.

VIMMYHOXHMHYECKOE MCCAEAOBAHHE CHBIBOPOTKH
KPOBH M MOYH — MOHOKAOHAABHAA CEKPELHs HI3KOTO
yposua IgGA ¢ BEIXOAOM IaparpoTenHa B MO4y, OEAOK
bBenc-Axxonca A B MOUe; MHEAOTPAMMA — YHCAO IIAA3MA-
THYECKUX KACTOK MUHHMAABHO IIPEBBIIIACT BEPXHIOIO
rparuIy HOpMmbl, Anmdorutsl B HopMme (Tabania 1).
VMMyHO(DEHOTHIIIPOBAHIE KACTOK KOCTHOTO MO3Ia:
HOIYAAIINSA ITAQ3MATUYECKIX KACTOK ¢ perorurrom CD
4516w CD38y,4i, TCD138+CD56-CD19+ noankaonab-
Hasi, cCOOTHOIIeHue cytkappa/cytlambda 1,73. Pentreno-
rpadus KOCTel Yepera: MEAKNE EAUHITIHBIE OKPYTABIE
OYaru ACCTPYKIUHU B AOOHO-BUCOYHO-TEMEHHON 00Aa-
cru. Oxo-KI': amasranug oboux mpeacepanii (00bem
AIT 118 ma, IIIT 67 MA), sHaunTeAbHAS THIIEPTPODHA
muokapaa AZK (Tabantia 1), macca muokapaa AZK 291 1,
unAeke Maccsl Muokapaa AJK 154 r/m%, paxiiust Bbl-
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Puc. 3. CBeToBasA M1KpocKonus: a) bonblune gonbyatble KNyO6oUKM ¢ Me3aHrMasnbHOW U SHAOKAMUIAPHON MMNepPKIeTOYHOCTbIO; OKpacKa
remMaToKCVMSIMHOM 1 3031HOM, yBennyeHme x100. 6) Y3noBaToe pacluvipeHne Me3aHrManbHoro NpocTpaHcTBa 3a cueT PAS-No3uTnBHOro
BHEK/IETOYHOrO MaTPUKCa 1 YMEPEHHOI Me3aHrMabHOW FMNepKNeTOUHOCTI; YABOEHVE KOHTYpa rnoMepynsapHoi 6a3anbHon membpaHbl;
okpacka PAS-peakuus, yenmueHne x200.

Fig. 3. Light microscopy: a) Large lobular glomeruli with mesangial and endocapillary hypercellularity; H&E stain, magnification x100.
b) Nodular widening of the mesangial region due to PAS-positive extracellular matrix and moderate mesangial hypercellularity; double-
contoured glomerular basement membrane; PAS stain, magnification x200.

opoca AZK coxpanena (51% o Cumricony), AmactoAn-
geckad Aucpynknua AZK 1o tury Hapyrerns peaakca-
I, YTOAIIIEHHE CTEHKH IIPABOTO KEAYAOUKA AO 5,1 MM
(Hopma 5,0 MM), CHCTOAMYECKOE AABACHHE B ACTOYHOM
aprepun 41 MM pr.CcT.

BrImmoAnen skcriepTHBIH IepecMOTp MaTepHaAa ABYX
TPENaHOOHOIICHH KOCTHOIO MO3IA B OTAGACHHH IIATO-
Aormgeckort aHaTomuu HMIMII I'ematoaornm. [Tpn nm-
MYHOTHCTOXHMHYECKOM HCCAEGAOBAHIH B YBEAUYEHHOM
KOAHYECTBE BU3YAAUSHPYIOTCA 3PEABIE ITAA3MATIICCKIIE
kaerkn CD138+, pacriosoixeHHbIe pa3pO3HEHHO, CKO-
IAECHHAMH 110 5-7 KAETOK, MEKTPAOEKYAAPHO, B HUX
OTMEYAETCA PECTPUKLUA A-IIeIU (X KACTKH CAMHIY-
meie). MPO-1I03UTHBHEL 9AEMEHTEl IIPOMEKYTOTHOTO
nyAa rpanyAormTapHoro pocrka. Cyclosporin skcrrpec-
CHPYIOT 3PHTPOKAPHOIINTEL, SPUTPOIHUTHL B IIPOCBETAX
cocypoB. Okpacka Konro-kpacueim neratusaa. 3akAro-

Puc. 4. CBeToBas MrKkpockonus: [omepynapHble
cy63HAoTeNnManbHble GYKCMHOGUIIbHbIE AEMO03UTbI; OKpacka
Tpuxpomom no MaccoHry, ysenunyeHue x200.

Fig. 4. Light microscopy: Glomerular subendothelial fuchsinophilic
deposits; Masson'’s trichrome stain, magnification x200.

YEHHUE: HEPE3KO BHIPAAKEHHEBIH CyOCTPAT MAA3MOKACTOY-
HO HEOITAQ31H, AMUAOUAA HE HANACHO.

[IpoBeaeH mepecMOTpP M AOIOAHHTEABHOE HC-
caepoBanue Matepuasa nedppodbuoncun B HITIKMA.
CBeToonTHYeCcKOe INCTOAOTHYECKOE NCCACAOBAHHE!
3HAYHTEABHO YBEANYICHHBIE KAYDOUKH C y3AOBATHIM
PACIIIIPEHIEM ME3AaHIMAABHOTIO IIPOCTPAHCTBA 32 CUET
BHEKACTOYHOTO PAS-1103UTHBHOIO MaTPHKCA 1 €rO yMe-
PEHHO BEIPAKEHHOH T'HIIEPKACTOYHOCTH; C YMEPEHHOM
SHAOKAIIMAAAPHOM THIIEPKAETOYHOCTBIO M HEPABHO-
MEPHBIM YABOEHHEM KOHTYPA TAOMEPYAAPHOM 0Oa3aAb-
noit memOpansl (Pucynok 3); mpu okpacke TpHXpOMOM
110 MacCoHy OTYETAMBO BU3YaAM3HPYIOTCA (PYKCHHO-
uabHBIE CyOOHAOTEANAABHBIE Actio3uTH (PHCyHOK 4);
OOABIIIE TOAOBUHEI IIPEACTABACHHEIX B MATEPHAAE OHOII-
CHH KAYDOYKOB IIOAHOCTBIO CKAEPO3UPOBAHEL, B TPETH
KAYDOUKOB BBIABAEH BTOPHYHBII CEIMEHTAPHBII TAOME-
PYAOCKAEPO3; TYOYAO-HHTEPCTHIIMAABHBIC H3MEHEHIHA
IIPEACTABACHEI YMEPEHHBIM BOCITAACHHEM H OCTPBIM I10-
BPEKACHHEM 3ITHTEANA KAHAABLIEB, ATPOUA KAHAABLIEB
U MHTEPCTHIHAABHBIN (PUOPO3 BHIPAKEHBI HE3HAYN-
TEABHO; CTEHKI aPTEPHOA 1 APTEPHI MEAKOTO KaAnOpa
Oe3 marorormdeckux usMenerui. Mmmynodaroopec-
LIEHTHOE NCCACAOBAHUE HA CBEKE3AMOPOKEHHBIX Cpe-
3ax OBIAO HEAOCTYITHO H3-3a OTCYTCTBHUA BTOPOTO opar-
MEHTA, ¥ T03TOMY OBIAO BHIIOAHEHO Ha 0OPaOOTAHHBIX
IIPOHA30M NapapMHOBHIX CPE3aX C UCIOAB30BAHUEM
cranpapraon naneAn FITC-koHbIOrHpOBAHHBIX AHTH-
tea k IgG, IgA, IgM, Clq, C3, ¢pubpunoreny, aerkum
nensam x 1 A. B kAyboukax BhIABACHA CYOIHAOTEAHAAD-
HAfl KPYITHOIPAHYAAPHAA CAUBHAS 9KCIIPECCHA ACTKOI
nenw A (+++). Bce ocraapHbBIE PEe3yABTATEL, BKAFOYAS
AETKYIO IIEITh %, BO BCEX AOKAAM3AIINAX OBIAM TOTAABHO
meratusHbl (Prcynox 5). 3akArouenre: MOHOKAOHAAD-
Haf raMMAIIaTHA ITOYEYHOTO 3HAYEHHA — MEMOpPAHO-
IpOoAUMEPATHBHBINA TAOMEPYAOHEMDPUT C MOHOTHII-
HOI CyO9HAOTEAHAABHOM SKCIIPECCHEH ACTKOIT IEITH A.
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Puc. 5. iMmyHodntoopecLieHTHas MUKPOCKONYA Ha 06paboTaHHbIX MPoHa30i NapaduHOBbIX Cpe3ax:
a) Cyb6aHfoTennanbHas KpynHOrpaHynapHas ClMBHas SKCNpeccrs nerkon uenm A. 6) OTCyTCTBMe SKCNPECCHm NErkoi Lenm K.

Fig. 5. Immunofluorescence on Pronase-digested paraffin sections:
a) Subendothelial coarse granular and confluent A light chain expression. b) Negative k light chain.

Kananuecknii Auarso3s

Ocnoénoii: MonokaoHaAbHAA TAMMAIIATHSA ITOYEY-
HOTO 3HAYEHHA — MEMOPAHOIIPOAMMDEPATHBHBINA IAO-
MepPYAOHEPPHUT C MOHOKAOHAABHBIMU ACHIO3UTAMH
CBODOAHBIX ACTKUX IIEITEH ASIMOAQ, BIOPHYIHBINA CEIMEH-
TAPHBII TAOMEPYAOCKAEPO3.

Kouxypupyrouguii: I'nrreprpodpuaeckas kapAnOMu-
omartus, HyKACOTUAHBIH BapuanT chr 11:47333610 G>A
B reTepo3uroTHoM cocroanun s reare MYBPC3.

Donoswiii: ApreprasbHas THIIEPTOHHA 3 CT., PUCK
OYEHD BHICOKHIL.

Ocaomcnennsa: Hedpornaecknii cuaapom. Xpo-
Hudeckad 6oaesp mogek A3C5A craamu. Bropuanas
rurepypukemMus. AHEMUA CPEAHEH CTEIIEHHU TAKECTH.
Bropudmsiii runepapatiHpeos, MUHEPAABHO-KOCTHbIE
HapymeHns. AedeHne HOCTOAHHBIM aMOYAATOPHBIM ITe-
puToHEaABHBIM AmaAu3oM ¢ 28.01.2023. Xpormueckas
CEpAEUYHAA HEAOCTATOYHOCTD C COXPAHHOM (DpaKITHEH
BeiOpoca (XCH IIA, IT ®K).

Conymcmeyrouue 3abore6anns: \ICAUIIIACMUSL.
AobpokadecTBeHHaA THIIEPIIAASHA IIPEACTATEABHOM
aeaesnl. [IpocThie KHCTBI A€BOI TTOYKH.

ITocaeayroree HabArOACHTIE

Ha done AedeHHA COCTOAHME IMALINEHTA 3HAYH-
TEABHO YAVUIIHAOCH, OTEKH PEIPECCHPOBAAH, YPOBEHD
KaAUs KPOBU HOPMAAU30BaAcs (4,8 MMOAB/ A), a3oTemust
CHU3HUAACD, aHeMusA cyOkomrreHcuposana (Tabauma 1).
[Tocae BBEACHHA B ANAAU3ZHYIO IIPOIPAMMY IAI[HCHT
OBIA BBIIIIICAH AAf TIPOAOAKCHHSA ACICHUA ITOCTOAHHBIM
amMOyAaTopHBEIM 1TepuToHeaAbHBIM AnaAn3oM (ITATIA).
[Tpu mocaeanem obcaeaoBannu B mroAe 2023 roaa
COCTOAHUE YAOBACTBOPHTEABHOE, OTEKOB HeT, A
150/95 mu pr.cr., YCC 68 yaapos B 1 mumnyTy, Aypes
1100 MA/ cyTKI, AMAAU3 AACKBATCH, AHEMUS CYOKOMIICH-
CHPOBAHA, TUIIOAUCIIPOTENEHMHUSA YMEHBIIIIAACD, YPO-
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BeHb C3 B HOpME, COXPAHACTCA ACTKAA THIIOKAABITHCMUA
n nopermenue yposaa [TTT, yposers NT-proBNP cam-
suAca Brpoe (Tabanma 1). immyHoxmMITgeckoe nccae-
AOBAHIE CHIBOPOTKH KPOBH 1 MOYH — MOHOKAOHAABHAA
cexperns IgGA ¢ BEIXOAOM ImaparrpoTenHa B Mo4y 0es3
HIPUHINIINAABHOW AMHAMUKH, 6eAok benc-Axonca
B Mode He oOHapyxkeH (Tabania 1). Perrrenorpadms
IIAOCKHX KOCTEH — MEAKHE OYard ACCTPYKIIUH Oe3 OT-
pHuaTeABHON AnHaMuKH. Dx0-KI't AmAaranus aeBoro
npeacepans 76 mMA, runeprpodud muokapaa AZK (Ta-
6amma 1), macca muokapaa AJK 304 r, mEAEKC MacCHI
muokapaa AJK 173 r/m?, dpakuns seiGpoca AJK co-
xpaneHa (53% mo CHMIICOHY), AMACTOANYECKAA ANC-
ymxrma AZK 1o THITy HapyIIEHn peAAKCAIIIH. Y TOA-
IIeHUE CTEHKN ITPAaBOTO KEAYAOUKa A0 5,1 MM (HOpma
5,0 mm). CrcroAmdeckoe AABACHHE B ACTOYHOM apTEPUH
33 MM pr.CT.

[Narment mpoaoaxaer Aegerne ITATTA, mabaropa-
ercst He)POAOTAMH 1 KAPAMOAOTAMH, BEACT AKTUBHBIH
00pa3 KU3HHU, BEPHYACH K paboTe.

O6cy>xaenue

Amarzos MITI3 moxkeT OBITB YCTAHOBACH TOABKO
HA OCHOBAaHUH OHOIICHH ITOYKU U ITOATBEP/KACH BBIAB-
ACHHEM MOHOKAOHAABHOTO MMMYHOIAOOYAHHA B CHI-
BOPOTKE KPOBU 1/HMAU B MOYE U UACHTU(DHKALIIEH ce-
KPETHUPYIOIIEro B-KAETOUHOTO HAH ITAQ3MOKAETOYHOTO
kaoma 2, 7, 8]. Coexrp MITI3 BrArouaer caeayromue
BAPUAHTHI [TIOPAKEHUA ITOYCK: HIMMYHOTAOOYAMHOBBII
AMITAOHAO3, MOHOKAOHAABHBIN (PUOPHAAAPHELH TAOME-
pyAOHEePUT, IMMYHOTAKTOUAHBIE TAOMEPYAOHEDPUT,
KproraoOyAmHeMmudecKuit raomepyronedput I u 11
THITA, DOAC3HB OTAOKEHIA MOHOKAOHAABHBIX HMMYHO-
TAOOYAHHOB, IPOANQEPATHBHBII TAOMEPYAOHEPPUT
C ACIIO3UTAMH MOHOKAOHAABHEIX HMMYHOIAOOYAHHOB
(TI'HMIMA), KpHO-KpHCTAAA-TAOOYAUHOBBLE TAOMEPY-
ronedpur, C3 rAOMEPYAOIIATHIO C MOHOKAOHAABHOM
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raMMAIATHEH, IPOKCHUMAABHYIO TYOYAOIIATHIO ACTKHX
Iereii, KPUCTAAANYECKHI THCTHOIUTO3, TPOMOOTHHE-
CKYIO MHKPOAHIHOIIATHIO U PSIA eIie DOACE PEAKUX Ba-
puanTOB. XapakTep ACIO3UIINI MOHOKAOHAABHBIX OCA-
KOB O0YCAOBAEH UX (DU3HKO-XUMITIECCKIMI CBOHCTBAMI
[2]. HanGoaee gacro BCTpedaeTcss IMMYHOTAOOYAHHO-
BBIH AMHAOHAO3, B IIOAABASFOIIEM OOABIIIIHCTBE CAY-
9AeB AMHAOHA-OOPA3YIOLIHM OCAKOM ABAAIOTCS ACTKHE
mernu (ALL) aambaa [7, 9]. He-amuaonaHbre BapraHTh
MITI3, acconnupoBaHHbIE C PA3ANIHBIMA THIIAMMA TTa-
PAITPOTEMHOB, HAOATOAAFOTCA peske. TaK, B yiKe yIIOMAHY-
TOM MEKAYHAPOAHOM MHOTOIIEHTPOBOM HCCACAOBAHII
n3 280 mmanmenToB, HAOATOAABIIIMXCS B Teuenne 17 Aer,
OOABHBIC C HE-AMHAOHAHBIMU BAPHAHTAMI COCTABHAM
35%, a B OAHOIIEHTPOBOM AMEPHKAHCKOM HCCACAOBAHII
TAaKHUX IIAIIEHTOB OBIAO BCEro 8 3a uernIpe roaa [3, 10].
1o AaHHBIM OTEUECTBEHHBIX OAHOIIEHTPOBBIX HCCACAO-
BaHHH, BKAIOYABIIHX cooTBeTcTBeHHO 102 1 147 cay-
9aeB 32 IepHOA B 9 1 B 16 AeT, He-aMUAOHAHBIE BapU-
arter MITI3 cocrasasgan o 28,4% u 21,1% caygaes
[4, 11]. Eme pewxe semsBaserca [ITHMIA, ero gacrora
cocraBasna 5,0%-2,7%-8,0% or Bcex cayaaes MITI3 |3,
4, 11] mBcero 0,17-0,21% ot Becex cayuae MmopdoAoru-
YEeCKH IIOATBEPKACHHBIX Hedpomaruii [12, 13].

Tepmun [II'HMHWA Opia BriepBbie IPEAAOKEH
B 2004 roay [12], sator BapumanT MITI3 kannumyaeckn
upossasercs B Buae HC ¢ mukporemarypueit, AI' n na-
pytenueM (DYHKIHN IOYEK, 2 MOP(POAOTHHUECKH Xapak-
TepU3yeTca IPOANQEPATUBHBIM HAH MEMOPAHOIIPOAH-
pepaTuBHBIM IIPOPUAEM HOBPEKACHHUA C ACIIO3UTAMH
MOHOKAOHAABHOTO 1gGn, pexe — MOHOKAOHAABHOTO
IgA» nam IgMx B MesaHrunm um CyOIHAOTEAHAABHO,
IIPHYEM BBIABUTH HAPAIIPOTEHH B CHIBOPOTKE KPOBH
uAn B Modge yaaercs Beero B 20-32% caydacs, a HACH-
THUIHIPOBATH CEKPETUPYIOIINI €r0 KAOH B KOCTHOM
mosre — Meree geM B 10% caygaes [13-16]. V manuenTos
¢ [I'HMM A MOKeT BBIABAATBCA TUITOKOMITAEMEHTEMH,
JaIe co cHKeHueM ypoBHA C3, pexe co CHIKEHHEM
yposua C4, mau u C3 u C4, kpafiHe peAko HaADAIOAQ-
eTcsl AYTOMMMYHHAS TEMOAUTUYECKAA AHEMHA, APYIUe
BHEITOYCYHBIC IIpoABAcHUA He omucasl [17-19]. Dro
oramuaer [ITHMMA or Takux Bapuarros MITI3, kak
I/IMMYHOTAO6YAI/IHOBBII>’I AMHAOUAO3 1 6OAC3HE OTAOKE-
HUA MOHOKAOHAABHBIX IMMYHOIAOOyAHHOB (BOMUL),
IIPU KOTOPBIX BO MHOTHX CAYVYAfX PA3BUBACTCA IIOPaKe-
HHE CEPAIIA, OOYCAOBACHHOE ACIIO3UIIHCH B MHOKAPAC
MOHKOAOHAABHBIX HMMYHOTAOOYAHHOB B OPraHH30-
BAHHOH (IIPH aMHAOHMAO3€) HAX HEOPTAHN30BAHHON
(mpu BOMUI') dopwme; ITHMUA, takum obpasom,
paccMaTpHBaeTC Kak OrpaHIHYCHHO-IIOYEUHOE 3a00Ae-
Banue [20-22].

Baxuo ormeruts, 9ro eme B 1985 roay, 3aaoaro
Ao riosAenms Tepymuna [ITHMMA, 6e1am ormmcassr cay-
9au MeMOPAaHOIIPOAI(EPATUBHOIO TAOMEpyAOHEDPHTA
¢ aerrosutamnt TOABKO ALL % [23]. Ho anms B 2020 roay
OBIAQ OITMCAHA CEPHA CAYYAEB U IPEAAOKEHA KOHIIEII-
s [TTHMMA, 00ycAOBAGHHOTO TOABKO MOHOKAO-
naapapiMu ALL n o710 Takke Ob1am ALL %. [Tpu stom
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aBTOPHI OTMedaroT, aro rmpu I HMUA ¢ aenosuramu
toapko ALl warrte, yem pu Apyrux BapuaHTaxX, BBIAB-
ASIETCSA IIATOTCHHBIN KAOH ITAA3MATHYCCKIX KACTOK [24].
Briocaeactsum 6v1a ommcan caygait [I'HMUA c ae-
nosuramu ToAbKO ALl A y manmenTa ¢ XpOHHYECKIM
AnmMoaerikozom [25].

[Togeunsrit mporuos npu [II'HMUWA nebaaro-
IPHUATHBIH, U ¥ YCTBEPTH MAIIMCHTOB XaPAKTCPUIYCTCH
IIPOIPECCHPOBAHUEM AO XPOHHYECKON OOAC3HU ITOYUEK
(XBII) 5 craaun B teuenue 30 mMecAIIeB, C BBICOKOI Ya-
CTOTOI PAaHHHUX PELHAUBOB IIOCAC TPAHCIIAAHTALIAN
moukn [17]. Aegernne I[ITHMIA ocraerca nmpeamerom
auckyccnn. B myOankarun 2013 roaa, mOCBAIICHHON
aeuenuro MITI3, ormeueno, uro npu II'HMIMA
1 XPOHHYECKOH Ooaesun mouck (XbBIT) 1-2 craann
¢ nporennypueit <1 r/cyrkn Tpebyercs TOABKO KOH-
CEPBATHBHOE ACYCHHUE C NCIIOAB30BAHHEM HHIHOHTOPOB
PCHUH-AHTHOTCH3UH-aABAOCTECPOHOBON CHCTEMBI; IIPH
XBIT 1-2 craanu u nporennypun >1 r/cyrkn, mpu mpo-
IPECCHPOBAHUE 3a00A€BaHUA, U y HarreHToB ¢ XbIT
3-4 crapnn nokasana xumuotepamnus (XT) komOuna-
nueii nukAodocdamuaa, bopresomnda u AeKcamera-
30Ha; AA TTarueHToB ¢ XDIT 5 craanm, sBAstroriuxcs
KaHAMAATAMH Ha TpaHcraanranuio nouku (TIT), me-
A€COOOPA3HO AOCTHIKEHNE T€MATOAOTUIECKOI PeMHC-
CHU C ITIOMOIIBIO BEICOKOAO3HOH XT' 1 TpaHCIIAaHTa-
IIAN AYTOAOTHYHBIX CTBOAOBBIX KACTOK. OAHAKO AAA
IIAIIEHTOB, Y KOTOPBIX HUKOTAQ HE BBIABAAAACH MOHO-
KAOHAABHAS cexkpenud, reaecoodpasaocts XT ao TI1
COMHUTEABHA, a B OTCyTcTBHE epcrektus 111 mokasano
TOABKO KOHCepBaTuBHOE AcdcHHE [22]. B Ooace mosa-
nux nyoankanuax aad [ITTHMMA aaxe pu oteyrersum
BBIABASIEMOTO ITATOAOTHYECKOIO KAOHA IIPEAAATAETCA
nposeacnue smrupudeckoil XT Ha ocHOBE OpoTe30-
Mn0a HAU PUTYKCHMA0a, a TAKAKE IIPUMEHEHUE IMMYHO-
MOAYASTOPOB — TAAMAOMEAA HAU ACHAAUAOMEAR, HAL
TapreTHas KAOH-OPHECHTUPOBAHHASL TEPAIIHA AAPaTyMy-
MabOM ITPH IIOAO3PEHNH HAa HAAIHE CEKPETHPYIOIIIETO
kaoma 18, 26, 27].

V marrrero marmenta ¢ HC, muxporemarypueit, Al
HapyireHueM (PYHKIINY TOYCK U CHIDKCHUIEM YPOBHA
C3 B KpOBH 10 AAHHBIM OHOIICHH IIOYKH OBIA BBHIfAB-
A€H MeMOpaHOIPpOAUQEPATHBHEII TAOMEpyAOHED-
put ¢ aetrosuramu IgMA, 9TO 3aCTAaBHAO 3aIIOAO3PHTH
[MI'HMMA [12, 17-19]. 11 ecan O8I B CBIBOPOTKE KPOBH
U B MOYC MOHOKAOHAABHAS CEKPELIHS HE OOHAPYKHAACE,
9TO HE IPEIATCTBOBAAO OBI AHATHO3Y, IIOCKOABKY, KaK
OBIAO OTMEYEHO BBIIIIE, BRIABUTH IAPAIIPOTEHH B CHIBO-
porke kpoBu mAH B Mode yaaerca mpu [TTITHMIA
Bcero B 20-32% cayuaes. He mckarouano amarmosa
[NI'HMIMA n orcyrcTBue maTOAOIMYECKOrO KAOHA
B KOCTHOM MO3T€, ITOCKOABKY BEUIBUTD TAKOI KAOH IIpK
[NI'HMMA yaaercs, IO BBIIIEIIPUBEACHHBIM AAHHBIM
Antepatypsl, Menee deMm B 10% cayuaes [13-16]. Ana-
THOCTHYCECKAA AUAEMMA 3AKAFOYAAACH B TOM, YTO B CHI-
BOPOTKE KPOBM IAPAIIPOTENH XOTb U B HEOOABIIOM
KOAHMYECTBE, BEIBAAACH, HO 9TO OblA HE IgMA, a IgGA
C BBIXOAOM ITATOAOTHYECKOTO OCAKA B MOUY, 4 3aTCM
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U IIOABACHHEM B MOUe CAeAOB Oeaka berc-Axonca A.
W nveHHO 5T0 00CTOATEABCTBO ITOCAY/KHAO IPUYHMHOM
IIOBTOPHBIX IIOIBITOK HACHTI(PUIIIPOBATH CCKPETUPY-
IOINN KAOH M AHATHOCTHPOBATH 3AOKAYECTBEHHOE
anmdornpoaudeparuBHoe 3ab0AeBanne, TEM DoAee
YTO IIPH PEHTICHOIPAMIU ITIAOCKHUX KOCTEH BEIABASANCDH
MEAKHE O4Yaru OCTpeoAeCTpyKInu. B korneanom urore,
IIOCAE 9KCIIEPTHOM OIIEHKN MATEPHAAA ABYX TPEIIaHO-
OHoIICHIT KOCTHOIO MO3Ia OBIA BEIIBACH HEPE3KO BBIPA-
KEHHBIN CyOCTPAT ITAA3MOKAETOYHON AMCKpasuu. Tem
HEe MCHEE, KPUTEPUAM AUATHOCTUKU MHOKECTBEHHOMN
MHEAOMBI IIAIINEHT HE YAOBAECTBOPAA U T€MATOAOTH-
YECKUM KPHTEPHAM AAA IIPOBEACHUSA CIIEITMPUIECKOI
Tepaliy He COOTBETCTBOBAA [2]. Taxk, mpu HeoAHOKpat-
HBIX HCCACAOBAHHAX MOHOKAOHAABHAS CEKPEIHA OBIAA
HHU3KOYPOBHEBOM, 4 IIAA3MaTH3AINA KOCTHOTO MO3T2
MIHHUMAABHON, OCAOKHEHNH, CBA3AHHBIX C OITYXOABIO
HE BEIIBAGHO — AErKas aHEeMHA B OTCYTCTBHE H3MCEHE-
HHUI CO CTOPOHBI TPOMOOITUTAPHOIO M AEHKOIIITAP-
HOTO POCTKOB YKAaABIBaAack B pamku XbII, a cogera-
HIUE HEOAHOKPATHO BBIABAfBIICHCS IMITOKAABIIMECMUH,
YCTOHYMBOIO IIOBBIIIICHUA YPOBHA HAPATUPEOUAHOTO
TOPMOHA M MEAKHX HE-IIPOTPECCHPYFOIIIX OUaroB OcTe-
OACCTPYKIINHU B YCAOBHAX AaAeko sarrearrert XBIT or-
parKAAM HAAUYHE BTOPUIHOIO TUIIEPIIAPATIPEO3a C MH-
HEPAABHO-KOCTHBIME HAPYIICHIAME. V], TOCKOABKY ITprt
AOIIOAHHTEABHOM HCCACAOBAHNHU MaTepuasa Hedpo-
onorrcrn moATBepKAEH Anaraos [ITHMUA c aerrosu-
TAMH TOABKO ACTKUX Iferieil A Oes aerosuros IgG u IgM,
a ceedenne IgM pacrieHeHO Kak AOKHOIIOAOKUTEABHOE,
OKOHYATEABHBIH AMATHO3 OBIA CPOPMYAHPOBAH KAK
MOHOKAOHAABHAS TAMMAIIATHA [TOYEYHOTO 3HAYCHUA.
3Aech HEOOXOAMMO IOAYEPKHYTH, YTO AOKHOIIOAO-
xuTeApHOE cBeuernne IgM mepeako HabArOA2eTCA TIpH
BoAee 4yBCTBUTEABHOM UMMYHOMAFOOPECIIEHTHOM HC-
CAGAOBAHNH IIOYEYHOH TKAHH, 2 OTCYTCTBUE CEUYCHUA
IgG Kax mpu EIMMyHO(DAFOOPECIIEHTHOM, TAK U IIPH M-
MYHOTHCTOXHMHYECKOM HCCAEAOBAHHI B AAHHOM CAY-
9ae BEPOATHO CBUAETEABCTBYET O TOM, YTO CyOCTPATOM
[NI'HMUA OBIAM He TSKEABIC LIEIH Y, 4 IMCHHO MOHO-
kaoHaabHEIC ALL A, ABO3KABI BEIIBASIBIIIEECS B MOHC.

K comxaneHmIO, IyTh K AHATHO3Y OBIA AAUTEABHBIM,
C MOMEHTA BBIIIOAHEHHA OHOIICHH IIOYKH AO yCTa-
HOBKH OKOHYATEABHOIO AMATHO3a IIPOIIAO OOABIIIE
rOAQ, 2 C KAMHIYIECKOTO ACOIOTA 3a00AEBAHUA — ITOYTH
ABa ropa. CTonT OTMETHTE, YTO IIEPBHIE IIPH3HAKI 3a-
OoaeBaHMA IIOYEK (OTEKH, IOBBIIICHUE KPEATHHIHA)
IIOABUAMCEH BCKOPE IIOCAE TOIO, KaK IAIMEHT IIEPEHEC
COVID-19, a BemmoAnenHnas Beero gepes 9 mecsres He-
pobuoricus yxe BHABIAA HE TOABKO MEMOPAHOIIPO-
AndpepaTUBHBIE H3MEHEHHA, HO 1 HOAYAAPHYIO TAOME-
PYAOIIATHIO U BTOPUYHBIH (POKAABHBIN U TAOOAABHBII
IAOMEPYAOCKAEPO3, IIOITOMY MOMKHO IIOAAraTh, ITO
COVID-19 «aemackupoBas» CyOKAHMHIYECKH IPOTE-
KaBIIHH B Tedenue nekoroporo spemern [TITHMMA.
[TockoABKY 110 AAHHEIM MOP(OAOTHIECKOTO HCCACAOBA-
HUA OOABIIIE IOAOBUHEBI IIPEACTABACHHBIX B MATEPUAAC
OrorcHu KAYOOYKOB OBIAM IIOAHOCTBIO CKAEPO3HPO-
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BAHBI, 4 B TCYCHHUE ITOCACAYIOIIIECIO rOAA 3200ACBAHIIE
3aKOHOMEpHO Iporpeccupobaso A0 XbBII 5 craaun,
mposeAcare X1 IPEACTABASAOCH HEILIEACCOOOPA3HBIM
[22]. 3aMecTuTeAbHAs IOYEYHAA TEPAIIUA METOAOM
[TATTA mo3BOANAQ BHAYUTEABHO JAVUIIIHTD COCTOSHIE
AIIEHTA, BOIIPOC O HA3HAYECHHN X | B paMKaX IIOATO-
toBkH K TTI ocraercs otkperreiv. HackoAbKo MBI MOKeM
CyAHTB, 910 nepsoce omucanne caydast [I'HMUYA c ae-
IIO3UTAMU TOABKO ACIKHX Iereii A y marmenta ¢ MITI3,
B OoAee pannem ommcanun peus uAer o IITHMUA c
C ACIIO3UTAMH ACTKHX IICIICH A V ITAIIMEHTA C XPOHHYe-
ckuM AnMdoAetikozom [25].

Yro kacaerca KapAMOIATHH, TO OIIMCAHUI ITOpa-
xennd cepAna upu [ITHMUYA sam Haiiti He yAQAOCH.
HeobxoAmmo errie pas HOAUEPKHYTE, ITO KAPAUOIIATHA,
00YCAOBACHHAS He-AMHAOHAHON ACITO3UIIICH MOHOKAO-
HAABHBIX IMMYHOTAOOYAMHOB, MOTAQ OBl OOCY/KAATHCA
B pamkax Anaraoza bOMMUI', n Haamdne xapakrepHOM
aast atot popmer MITI3 HOAyAsIpHOM TAOMEpyAOITA-
THI BPOAE OBI CBUAETEABCTBOBAAO B 110AB3Y BOMMUI',
OAHAKO OTCYTCTBHE ACTIO3UTOB IIAPAIIPOTEHHA Ha TYOY-
AAPHBIX 0a32ABHBIX MEMOPAHAX 3aCTABHAO HCKAIOYHTH
3TOT AMArHO3. Takum 0Opa3oM, y HAIIEro IaIHeHTa
MBI HE MOKEM PACCMATPHBATH KAPAMOIIATUIO KAK BHE-
nouegnoe npossaeane MITI3. C apyroit croponsl, ipu
TEHETUICCKOM HCCACAOBAHHE OBIA BEIIBACH HYKACO-
tuAHbI BapuaHT ¢.3137C>T (chr11:47333610G>A,
NM_000256.3; rs371061770) B rerepo3uroTHOM CO-
CTOSIHUH, IIPUBOAAIIUE K AMHHOKUCAOTHOMY BAPHAHTY
p. T1046M. AanmbIi HYKACOTHAHBIN BAPHAHT OIIICAH
B MexAyHapoAHoU 6ase HGMD professional, Bep-
cua 2022.1 [CM073210] [28], y mamuenTos ¢ 'KMIT,
a B COOTBETCTBUH C POCCHIICKIM PYKOBOACTBOM ITO HH-
TEPIIPETALIII AAHHBIX ITOCACAOBATEABHOCTH AC3OKCUPU-
6onykaennosoi kucaoTe (AHK) weaosexa [29], BbisiB-
ACHHBIN HYKACOTHAHBIN BAPHAHT CACAYCT PACLICHUBATD
KaK IIaTOTCHHBII.

Bmecre ¢ Tem, ¢ y9eTOM AAMTEABHOCTH TEUEHHA
APTEPHAABHOM TUIIEPTECH3HUMN, BBIPAKCHHOCTI ACHMME-
Tprranoii runeprpodru AZK 1 BBIABACHHA ITATOTEHHOTO
HYKACOTHAHOIO BAPHAHTA, IIPOIPECCUPYIOIIAA IUIIEp-
Tpodu MHOKAPAA Y HAIIIETO ITAIINECHTA, II0-BUAMOMY,
ABASACTCSH CACACTBICM H AAMTCABHOTO YBEAHYCHIS ITOCT-
uarpysku BcaeActBre Al u KMIT. Bepostaee Beero,
M3HAYAABHO HMeAa MeCTo repsranas Al' — rumepro-
Huaeckas 60AesHb. Bropuanas mogewnas npuposa Al
KpaifHe MaAOBEPOATHA, IIOCKOABKY AAUTEABHOCTH Al
Ao kamamaeckoi marndgecrarun [TTHMMA cocras-
asra 10 e, 1, ¢ yaeToM OCOOEHHOCTEI eCTECTBEHHOTO
TedeHnA dTOH HedpomaATUN, BPEMA AO HACTYIIACHHA
XDBIT 5 OBIAO OBI 3HAYUTEABHO MEHBIIIE, M Y HAIIIECTO
naruenta. Baxuo ormeruts, 9yTo Ha PoHE AcUeHHA
ITATIA mpossaerna XCH yMEHBIIHAKCE, YTO ITOA-
TBepxAacTca cHmxeHneM yposHs NT-proBNP 6oaee
9eM B TPU Pas3a U CBUACTEABCTBYET O BKAAAE THIIEP-
THAPATAIIMN B (DYHKIIHOHAABHOE COCTOAHHE CEPAIA.
Ha domne aeuenns ITATTA ymenbImmaace Takae i TOA-
mmHa 3aAHel creHka AZK 1 Me#KeAyAOUKOBOIT rrepe-
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TOPOAKH, YTO TIO3BOAACT AYMATh, YTO Y HALIIEHTA C IIPO-
rpeccupyrorieit XbI1 u runepraapararueii Mor IMeTh
MECTO TAKKE 1 OTCK MHOKAPAA.

B 6ase aarapx PubMed AaHHBI KAMHIYECKAIT CAY-
vaii ABAseTcs nepsbiM oncanneM codertarnsa ['KMIIT

u [ITTHMUA ¢ aenosuramu Toabko ALL A.
BriBoabI

[IpeacTaBAEHO YHHKAABHOE COYETAHHE KPAITHE PEA-
KOTO BapHaHTa TTI'HMUA ¢ AeO3HTaMH TOABKO A€EI-
KHX Iieriell A n remerudecku noATBep:xaenHon ['KMIT
y HAIIMEHTA C AAMTEABHBIM IMIIEPTEH3UBHBIM aHAMHE-
30M. CAOMKHBIA AMATHOCTUYECKUH IIYTh, OOYCAOBACH-
HBIH KAaK PEAKOCTBIO AAHHOM IIaTOAOTMH, TaK U 00'b-
EKTUBHBIMH TPYAHOCTAMH HHTEPIIPETAIINN AQHHBIX
AabOPATOPHOTO, MOP(POAOTIIECKOTO U TEHETHIECKOTO
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HCCACAOBAHUIL, B KOHEYHOM HTOIC IIPUBEA K ITOHHIMA-
HUIO IIPHPOABI ITopazkeHusd mouek u cepana. [1pose-
ACHIC XHMHOTCPAIIHH, HAIIPABACHHOI HA 3AMCAACHHC
mporpeccupoparnst [I'HMIA, 6s1a0 B AaHHOM caygae
HEIEAECOODPA3HBIM HE TOABKO Ha KOHEYHOM 3TAIIe AHa-
THOCTHKH, 3aBEPIIIEHHOM IIPU AaA€KO 3armeartet XBIT,
HO M PETPOCHEKTUBHO, TAK KaK HA MOMEHT BBIITOAHEHHA
OMoIICHH IIOYKH Y/KEe HMEANCH IIPU3HAKI HEOOPATHMOIO
IIOBPEKACHUSA IIOYEIHOM TKAHH, 4 IIOPAKEHUE CEPALLA
HE MOTAO OBITH PACIIEHEHO KaK CACACTBUE ACTIO3UIINI
MOHOKAOHAABHOTO Oeaka. Aeuenme metropom TTATTA
00eCIIEUNAO YAYUIICHHE COCTOSHMUS TAIINCHTA U IIO-
3BOAHAO AOOHTBCA yMenbureHus mpossacanit XCH.
[peAcTaBACHHOE HAOATOACHIE IIOAYEPKUBACT BAXKHOCTD
IIEPCOHAAU3HPOBAHHOTO MYABTHAUCIIHITAMHAPHOTO
IIOAXOAQ K AMATHOCTHKE U ACYCHHIO KOMOPOHAHEIX
HAIIEHTOB.

NHdopmuposaHHoe cornacue: OT naumeHTa 6bi10 Noly4eHo NMCbMEHHOE [0BPOBOSBHOE MHGOPMIPOBAHHOE corflacue
Ha nybnukaumio pesynbTaToB 00cnefoBaHns v neverns (gata nognucadus 05.04.2022 r.).
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