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PestoMe

AMUNONA03 XapaKTepU3yeTCa MOPaXKEHNEM HECKO/IbKMX CUCTEM OPraHoB, YTO NMPUBOAUT K 60/1ee NO3AHEN NOCTaHOBKE AMarHosa u nporpeccupo-
BaHMWIO NaTo/I0rM4YecKoro npouecca. MpesgcTaBaeHHbIN KAMHUYECKUIA CyYall AEMOHCTPUPYET ANUTENbHbIN ANArHOCTUYECKUI MOUCK Y MaLUeHTKM
¢ AL-amunongosoM. B amtepatype Hanbonee 4acto onucbiBaloT MaHudecTaLmio 3a601eBaHUA C MOPaXKEHUs NMoYeK, YTO NpoABaseTcA HeppoTuye-
CKWUM CMHZAPOMOM. [laHHbIN Cyyali MHTepeceH TeM, YTO MOBOAOM A/1A FOCMUTaN3aLMK B CTaLMOHap MOCIYXUIO0 Nopa)eHne neveHn. /labopaTtopHo
06HapyKeHbl X0NeCTaTUYECKUI U LUTOIMTUYECKUIA CUHAPOMBI, Aucaunuaemus. boin nposeseH anddepeHLnanbHO-A4MarHOCTUYECKUI MOUCK Cpeamn
HO30/10T Ui C NOpaXeHWeM neyeHu. B cTaumoHape 6bi1 BriepBble BbifBAEH HEPPOTUYECKUIA CUHAPOM Y NPOBEAEHa MYHKLWOHHasA Hedpobuoncus, no-

3BO/IMBLUAA YCTAaHOBUTb AMArHo3 AL—anmow,qosa C CoOYeTaHHbIM NOpaXKeHUeM KenyA04HO-KULLIEeYHOro TpakTa, nevYyeHn 1 noYekx.
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Abstract

Amyloidosis is characterized by damage to several organ systems, which leads to diagnostic delays and progression of the pathological process. The described
clinical case demonstrates a long diagnostic search in a patient with AL-amyloidosis. According to the literature, the most often described manifestation of the
disease is kidney damage that manifests as nephrotic syndrome. This case is interesting because the reason for hospitalization was liver damage. Laboratory tests
revealed cholestatic and cytolytic syndromes and dyslipidemia. Differential diagnostic included diseases with liver damage. In the hospital nephrotic syndrome
was identified, renal biopsy was performed that proved the diagnosis of AL-amyloidosis with combined damage to the gastrointestinal tract, liver and kidneys.
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Beepenue

Amuionsios — rpynma 3a0ojeBaHMil, OTINYNUTEND-
HBIM IIPM3HAKOM KOTOPBIX SIBJISIETCS OT/IOXKEHME B TKAHAX
u opra’ax GpuOpPUULAPHOTrO IMMKOIpoTeNnsa aMmutonsa [1].
AL-amnonio3 sBisieTcss Hanboree pacHpOCTpaHEHHON
" TsDKenoit popMoit aMuIonosa, mpy KOTOpoil 6emkoM-
IpeflIeCTBEHHIKOM i popmupoBanusa Gpubpu cunra-
I0TCsI MOHOK/IOHQ/IbHBIE JIETKVE 1I€TN MMMYHOITIOOY/INHOB
(B 74-80 % cnyuaes nenu \-tuma) [2, 3].

3aboneBaeMOCTb AL-ammnonmosom COCTaBJIsIET
3-12 cnyvaeB Ha 1 MJIH HaceleHUA B TOJ, ONHAKO IIO JTaH-
HBIM ayTOIICUII 9TOT IIOKa3aTe/lb MOXKET ObITD BhIIe [4, 5].
AL-aMunonsios 4aue BCTpe4aeTcs Y MY>K4MH, IpeNMYyIle-
CTBEHHO BO BTOPOIJI IT0JIOBMHE )KI3HY C ME[JMaHOJ BO3PaCcTa
60 71eT, a JoA HaLueHToB Mojioxe 50 1eT — MeHee 10 % [6].

AL-aMmmono3 BCTpevaeTcst Ipu MaKpOITIOOyIMHEMIUN
BanbpencTpema, MuenroMHO 6O/e3HI, HO TakXe ObIBaeT
" MVONaTNYecKuM (repBuaHbIM) [1].

Kimnnnueckue ¢opmbr AL-ammnonsosza o6ycrioBIeHb!
eIVHBIM 3THOIOTNYeCKUM PpakTopoM — B-nmumdonnrapHoi
IUCKpasueil, XapaKTepu3yoleics GopMIpoBaHueM aHO-
MaJ/IbHOTO K/IOHA IUIa3MaTM4eCcKuX Wi B-kmeTok B KoCT-
HOM MO3Te, KOTOpble IPOAYLMPYIOT aHOMaJIbHbIE VIMMY-
HOIZIOOY/IMHBL, O0OIajamoNe aMIWIOMAOIeHHOCTbI0 [1].
B pesynbrare CKOIUIEHNS TaKMX MMMYHOITIOOYIMHOB IIPO-
VICXOOUT HapylleHe QYHKINY OPraHOB, YTO M ABJIACTCA
OCHOBHBIM 3BEHOM IIaTOT€HEe3a aMIION/03a 1 00yCIaBum-
BaeT pas3BUTIE KIMHUYECKOI KapTUHBI 3a00/1eBaHN.

OpgHyM M3 BeRYIUX KIMHUYECKUX IPOSBIEHUI TP
AL-ammonyiose sABJIsETCSs IOPaKeHMe IT0YeK C pa3BUTHEM
aMMIONIHOI He(POIIaTIH, XapaKTePHU3YIOLeiiCs HeYK/IOH-
HO MpPOTPEeCcCUPYIOMVM TedeHNeM C MOC/IefoBaTelIbHOM
CMEHOJI CTafuil: IPOTeNHY PN, HePPOTUIECKIIT CUHAPOM,
XpOHMYECKas IMoYeYHast HefJOCTaTOYHOCTD. [ToMuMo mmogex
npu AL-amMmaonsiose B IATOOTMYECKUI IIPOLIECC MOTYT

BOBJIEKATbCA: CEPALle C pPa3BUTHEM KIMHUYECKON KapTUHBI
PECTPUKTMBHOM KapAMOMMONATUY; >KETYJLOYHO-KUIIed-
HBIII TPAKT C IPOABICHNAMH B BUJie TAXKENION Auapeu Uin
AVHAMUYeCKOJ HeITPOXOMMOCTH, KOTOPBIE Yallle CBA3aHbI
C HapyUIEeHMAMY MOTOPUKM KUIIEYHMKA BCENCTBME JIVIC-
YHKIMM aBTOHOMHBIX HEPBHBIX CITIETEHUIT; II€YeHb —
C pasBUTHEM XOJIECTATNIECKOTO CuHApoMa [1,7].

JJaHHBII KIMHUYECKUI CIydYall NeMOHCTPUPYeET IJIN-
TeNIbHBII JUATHOCTIYECKII IOUCK Y MALIMEeHTKM C ITopake-
HMeM IIe4eHM U oueK npu AL-amunonpose.

Onucanue KAMHUYECKOTO
cAyYast

[Tanmentka A., 43 ropia, 24.12.2022r nocTynusia B rOpofi-
CKyI0 KMmHMIeckyio 6ompHmy Ne 15 mm. O.M. ®umatosa
ropopa Mocksa (I'BY3 «I'Kb Ne 15 JI3M») ¢ sxanobamu Ha
cmaboCTh, OTEKM HIDKHUX KOHEYHOCTe, 3HaYUTeIbHOE YBe-
NMYEHNE )XMBOTA, IIOTEPIO BECA, A3BOYKMU BO PTY, BbIIIaJIeHUE
BOJIOC.

/3 anamMHe3a M3BECTHO, 4TO B aBrycre 2022r crasia OT™Me-
4aTh yYallleHHOe cepAlieOueHne, CKIOHHOCTb K TMIIOTOHNY
U BBIAfieHNe BOJIOC, B CBSI3Y € 4eM oOpaTmiach K Bpady-
TEpaneBTy [0 MECTy >XUTeNbCTBA. B Xxome ob6cmenoBaHums
06Hapy>XeH BBICOKHUIT YPOBEHb XoOnecTepyHa (Co ClIOB —
10,5 mmorb/n). HasHadeHa Tepamms po3yBacTaTMHOM B JIO-
31poBKe 20 ML, IPMHMMAJIA IIpeIapaT B Te4eHne 2,5 MeCALEB,
HOBTOPHO JTAbOPAaTOPHBIE UCCTIETOBAHNSA He IIPOBOAVIINCD.

B centa6pe 2022r oTMeTHIa CHIYKEHME MacChl Tela Ha
8 kr. C cepeiMHBI HOSIOPSI TOTO >Ke TOfia CTa/la 3aMevarh yBe-
JIMYeHNE JKUBOTA B 00beMe, OTEKY HYDKHUX KOHEYHOCTeIL.
B cBs131 ¢ yKasaHHBIMM XKarmobamu B KOHIje HOsIOpst 20221
6bl1a TOCIIMTANU3NPOBAHA B OHKOIOTMYECKNIT UCIIAHCeD,
I7ie TPOBeJleHa IalapOTOMIYECKas pe3eKI A IPaBoro And-
HIKa II0 TIOBOJY MYLMHO3HOI LMCTaleHOMbL. Bo Bpems
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ollepaluy 3BaKyMPOBAHDI 3 JIUTPa aCLUTUYECKON KIJKO-
CTM JKEJITOTO IBeTa C IIOC/IEAYIOLIell YCTAHOBKOI ApeHaXka
B OpIoLIHOI ONIOCTH. B X07ie 00CIejoBaHNsA BBIABICHO CHH-
JKeHMe ypoBHs 001ero 6ennka o 44 r/71, yBenudueHme cKo-
POCTY OCelaHusA SPUTPOLUTOB 10 35 MM/Yac, OBbINIEHNE
coprep>kanus 1iennouHoit pocdaraser go 898 Ell/n, ananuna-
MuHOTpaHC(epaspl U acapTaTaMiMHOTPacHpepassl, TPOM-
6o1mToB 10 650%¥10°/1. YunThIBask IUIIONPOTENHEMUIO, OT-
€YHO-aACLITUYECKUI, IUTOAUTINYECKII M XO/IeCTaTINIeCKIIA
CUHJIPOMBI, OBUI 3a1I0/{03PEH LIMPPO3 IIeUeHN, IPOBOAMIACH
cuMIToMarydeckas tepamys. Ilocie BBIMUCKM B KOHIIE Je-
Kabpsi TOro >ke roma MpoBefjeHa MAarHUTHO-pPe30HaHCHAsI
ToMOrpadusi OpIOLIHOM MONOCTY C BHYTPUBEHHBIM KOH-
TPACTUPOBAaHNeM: KapTHA aCIITa, FeIlaTOMeraIli, 04aro-
BBIX 00pa30BaHNMII B IPABOII fO/Ie TIeYeHN, COMHUTETbHbIE
B OTHOLIECHVJ IaTOMOTMYECKON MHUIBTPALMA XKeTyH0d-
HO-CA/IbHIKOBBIE 1 OpbDKeedHble TMMQOY3IIbI, IPUSHAKN
creaTorenarosa. B cBssu ¢ momospeHyeM Ha ONyXOJIEBBI
IIPOLIeCC U C LIeNbI0 MCKIIOYeHMs LMppo3a IedeHy Oblia
HpoBefieHa OMOICKA IIeYeHU, Ha KOTOPOI OOHAPYXmmn
artummM4Hble reraTounThl. C 11e/IbI0 MCKTIOYEeH IS TelaToLes-
JIOTIIPHOI KapITHOMBI IIPOBEICHO VIMMYHOTMCTOXVMIYe-
CKO€ JICCTIeTloBaHue: C yIeTOM MOP(OIOrnIecKoi KapTHHbI
U GeHOTUIINPOBAHMA — TKAHb IIEYEHNU C OTEKOM, O4YaroBbI-
MU HEeKPOTUYECKVIMU U JMICPereHepaTOpHbIMI M3MEeHeHNA-
M T€TIaTOLMTOB, YTO MOXKET ObITh XapaKTePHO /sl TOKCHU-
YeCKOro rernarosa. [JoCTOBEpHBIX IPU3HAKOB OIYXOJIEBOIO
POCTa B Ipefe/ax NCCIefyeMOro MaTepyaa He BBLAB/ICHO.
TaxyM 06pa3oM, Ha/mu4dye MeTacTa30B U TelaTOLe/TIOTISpP-
Hasl KapLMHOMa ObUIM VICK/TIOYEHBI, OfIHAKO, MIME/IICh IIpHU-
3HAKU TOKCMYECKOTO TIOPA>KEHNS [IeIeHA.

B cBsA3M ¢ mporpeccupyrommuM yXyaleHeM COCTOSHIS
rmanueHTKa rociranuayposaHa B [BY3 «I'Kb Ne 15 J13Mb».
ITpu ocMOTpe Ha MOMEHT TIOCTYIIIeHNsI Obparani Ha cebst
BHUMaHIMe Kaxekcus (MHIEeKC Macchl Tema 15,7 Kr/m?), me-
pudepnieckne OTeK! Ha TONEHAX U CTOMAX, YMEpPEeHHbIE
Tpodudeckue M3MEHEHNs] KOXXKM HIDKHUX KOHEYHOCTel,
KpaeBas CYOMKTEPUYHOCTb CKJep, aTO3HBIN CTOMATHUT.

JIsIxaHue perysipHoe, ocnmabieHHOe B 6a3a/IbHbIX OT/ENAX,
XPUIIOB HET, YacTOTa MbIXaTebHbIX HBYDKeHMI 19 /Mum,
carypanusa Ha Bosnyxe 97 %. ApTepuanbHoe laBJieH/€e Ha
o6eux pykax 115/70 mum pt. cT. HacToTa ceppieHBIX COKpa-
mennit 100 /MMH, pUTM NIpaBUIbHBII, TOHBI CEpALla Ipu-
IJIyLIEHBI, IIYMBl OTCYTCTBOBA/IN. SI3bIK O/1eTHO-PO30BbIIL,
Oe3 HajeTa, BIKHbIL. JKMBOT CUMMETPUYHBII, YBeTNYeH
3a CYeT acLUTa, Py MaJbIIalyl MATKUI 1 6e30071e3HeH-
Hblii. Iledenpb yBenmyeHa Ha 4 CM, HYDKHMI Kpall 3a0CTPEH,
celleseHKa He TManbnupyercss. OTMedanach CKIOHHOCTb
K 3amopaM. Modencnyckanue He HapylIeHO, [Uype3
700 M1 B cyTKM. XpOHMYecKue 3a00neBaHNA B aHaMHe3e:
XPOHMYECKUI TaCTPUT, XPOHMYECKUIT KOMUT. AJITIeprus Ha
MOIMBUTAMUHHBI KOMIUIEKC. HacmecTBeHHOCTh OTATO-
IleHa: peBMATOU/IHBIIT apTPUT Y MaTEPH.

BrimonHeHa anekTpokapayorpadus Ipy HOCT yIJICHMN:
CUHYCOBasA TaxXMKapAus, 4aCTOTa CEPIEIHBIX COKPALEHMIA
103 ygapa B MUHYTY, HOpPMajIbHOE IIOJI0>KEHME 3IEeKTpuUYe-
CKOI1 OCM Cepplla; HU3KUIT BOlbTaX KomiiekcoB QRS Bo
Bcex oTBefeHns. [To maHHBIM axoKappuorpadum: Kamepst
cepAlla HOPMa/lbHBIX PasMepOB, YTOMILEHMs CTEHOK JIe-
BOTO Kenyfodka 6onee 1,1 cM B MaCTONY He BBLABJICHO,
30HBI HapYIIEHMsA JIOKAJIbHOM COKPaTMMOCTY OTCYTCTBO-
Bany, ¢ppakuusa Beiopoca 68 % 1o CUMIICOHY, IIPU3HAKOB
IMACTOMNYeCKOI OMCHYHKINMM He BBIABIECHO; OTMEYasIiCh
HponabypoBaHue CTBOPOK MUTPATIBLHOTO K/IAllaHa 10 3 MM,
MUTpanbHasdA U TPUKYCINJaNbHAsA peryprutanumu 1 crermne-
HIf; IIepUKapy — 6e3 IMaToIOrnIL.

ITpoBeneHo ynbTPasByKOBOE NCCNIENOBAaHNE OPraHOB
OpPIOLIHOI ITOJIOCTU: IOPTAIBHO I'MIEPTEH3UM He BBLAB-
7IeH0, OOHapy>KeHa reHepaaM30BaHHAsA TUMQaTeHONaATIs.
ITo pesynbraraMm 1abOpPaTOPHBIX MCCIETOBAHMIL MCKITIOYe-
HBI BUpPYycHBbIe rematuTbl B n C Kak BO3MOXKHas IPUYMHA
naronoruy nedeHu. C IIelbl0 MCKIIOYEHUs ayTOMMMYH-
HOTO TeHe3a NOpakKeH!sA IeYeHM, TPOBEJEHO CepOIoTnye-
CKO€ MCCTIefIOBAHNe: MapKepbl ayTOMMYHHOTO MOPayKeHMA
nedeHy orpuinarenbHble (aHTnTena (AT) Kk MUTOXOHApPU-
am IgG+A+M <1:40 tutp, AT K MHUKpocOoMaM HedYeH!

Ta6nuya 1. [[unamuxa aHanu3a mo4u 3a 6pems npeOvl6aHus 6 CrayuoHape.

Tokasarenn Pegepencitbie | 5 15 2022 03.01.2023r 11.01.2023r 16.01.2023r
3HAYEHIA
YrienbHbIIT BeC, T/MI 1,010 — 1,025 1,017 1,023 1,027 1,026
Benok momykonyecTBeHHbII, T/71 0 3,00 (3+) 3,00 (3+) 6,00 (3+) 3,00 (3+)
Benok KonuuecTBeHHO (CyTOUHAs IPOTEUHY PUs), I/11 0,00 — 0,15 3,76
OpUTPOLMUTDI, B IIOJIE 3PEHU S 0 0 0 0 0
JIeiKoUUTHI, B 110/Ie 3peHM 0—3 1 1 2 1
IMnuHApbI TMAaTVMHOBDIE, B T10/I€ 3peHNA 0 2 1 1 2
bakTepun, B mone spenns 0 0 0 0 0
Table 1. Dynamics of urine analysis during hospitalization.
Parameter | Reference Value 26.12.2022 03.01.2023 11.01.2023 16.01.2023

Urine specific gravity, g/mL 1,010 — 1,025 1,017 1,023 1,027 1,026
Protein semi-quantitative, g/L 0 3,00 (3+) 3,00 (3+) 6,00 (3+) 3,00 (3+)
24-hour urine protein, g/L 0,00 — 0,15 3,76
Erythrocytes, cells in the field of view 0 0 0 0 0
Leukocytes, cells in the field of view 0—3 1 1 2 1
Hyaline casts, cells in the field of view 0 2 1 1 2
Bacteria, cells in the field of view 0 0 0 0 0
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n nouky, IgG+A+M <1:40 tutp, AT K Muenonepoxcusase
(MIIO), IgG <1.5 otH. en./mn., AT x natusnoit JHK IgG —
1.20 ME/mn, antunykneapsiii ¢paxrop <1:160, AT x kap-
puommnuay, IgG+A+M 9.50 oTH.en./m1, AMA, IgG+A+M
<1:40 tutp, SMA, IgG+A+M <1:40 tutp, AT kK Muxpoco-
MaM TedeHn u nouku, IgG+A+M <1:40 Tntp).

[To pesynbraram mabopaTopHbIX TecToB (Tabm. 1, 2, 3),
OOHapy)XeHbl ~ IMIEPXONECTEPUHEMNs,  IPOTEUHYPUS
3,76 r/cyT, WWINHAPYPYs, TUIIOIPOTENHEMILSI, TUII0AIbOY-
MMHEMIS, 9TO COOTBETCTBOBANIO abOPaTOPHOI KapTuHe
HedpoTmyeckoro cuHzapoma. Ha nporspkeHun Beeit rocmm-
Ta/IM3ALUM OTMEYAJICSI TPOMOOLIMTO3 KaK CIefCTBIE Hepo-
TUYECKOTO CHHAPOMA M TUIIePKOArysumy. Takxke BBIABICHO
yBe/M4eHMe TaMMa-ITIOTaMIJITPAaHCIIeNTIAA3bl M Ie/I0Y-
Holt pocdaTassl, UTO YKa3bIBa/IO HA CUHAPOM XO/IeCTasa.

Beupy mHamuuus nuMmdageHomaTuy B COBOKYIHOCTHU
¢ aTO3HBIM CTOMATUTOM ¥ HEPPOTUIECKUM CUHPOMOM
HOJl03peBaach CUCTEMHas KpacHas BOMTYaHKA, KOTOpas

Tab6nuya 2. Junamuka 6UOXUMULECKUX NOKA3Amereli KPOsU.

6bUIa MCK/IIOUEHA [0 pe3y/IbTaTaM 06CIefoBaHust (HI3KIMIT
yposenb AT k narusHol jBycnmpanbHoit [JHK, orpuna-
TeNbHBI aHTUreH CMUTA, OTPULIATENbHBI aHTMHYKIIe-
apublil (axkTop, HopMmanbHble ypoBHU C3, C4 — KoMmIIo-
HEHTOB KOMIUIEMEHTA), TakoKe JUIA JaHHOTO 3a00/eBaHs
HEXapaKTepHbI JIEHKOLUTO3, TPOMOOLUTO3, OTCYTCTBUE
CYCTaBHOTO CHHJIPOMA, HAO/TIOfABIINECs Y TTALMeHTKIA.

B cBA3M C CHCTEMHOCTBIO IPOIIECCa ¥ MOMMOPraHHBIM
HOpakeHHeM ObUI 3aII003PEH IEePBIUYHBIIT AMIION03.

11.01.2023r 6b11a poOBefeHa IYHKIOHHAS HepoOm-
omncus (puc. 1, 2): B npenapare 30 K1y604KOB, B OOJIbIINH-
CTBe U3 HMX OIPEJe/IOTCS OTIOKEHNUS 903UHOPUIBHBIX,
PAS-HeraTuBHBIX 6€CKJIETOYHBIX MaCC B ME3aHI MY U B CTEH-
Ke KaIllW/ULIPHBIX IIeTe/b, COXPaHHbIE )K€ CTE€HKM KaIluI-
JIIPHBIX IIeTe/Ib He YTOJIIEHbI, OGHOKOHTYpPHbIE, MeeTCs
g ¢y3Ho-049aroBblit Grubpo3 MHTEPCTULMA U aTPOU
KaHaJIblleB, 3aHNMarouye okoo 30-40 % noyevyHoil mapeH-
XIMBI, OIpefenseTcsa HecHeryduyeckas MHOUIBTPALUsI

Tlokasarens Pes‘l}’{‘:‘l";*}’fm“;‘e 24.12.2022 26.12.2022 03.01.2023 12.01.2023
AnannHaMuHO-TpaHcdepasa, Exn/n 0—41 72,1 63,0 51,0 52,1
AnpOymuH, /1 35 —52 20,5 21,5
Anbda-amnnasa, En/n 25 —115 36,8
AcmaprarammnHo-TpacHdepasa, Ex/n 0—40 87,8 77,0 59,0 70,6
Bunupy6un o6mmit, MKMOIb/T 1,7 —21 16,7 11,9 10,4 14,3
TamMa-rnoraMunaTpanc-nentupasa, En/n 0-38 552,0
Kanmnit, mMonb/n 3,5—5,1 4,50
KpearnHus, MKMO/Ib/1 53 —97 87,0 106,0
CKOpOCTB KITyOO4YKOBOI (GUIBTpALiy 560 70 55
no ¢opmyne CKD-EPI, mn/mMun/1,73m*

JlakTarperuppore-Hasa, En/n 120 — 246 348,0 330,0
MoueBas KIC/IOTa, MKMOJIb/T 155 — 357 234
MoueBnna, MMomnb/n 2,6 —72 7,20 7,80
Harpnit, mMMonb/n 135 — 151 132,0
O6mnit 6e1oK, r/n 66 — 88 39,7 42,7
Tupeorponuslit ropmoH, MME/n 0,27 — 4,2 2,57
XonecrepuH 061uyit, MMosb/ 3,1—5,2 9,89
Ilenounas docdarasa, En/n 70 — 290 1958,0 1799,0

Table 2. Dynamics of biochemical blood test parameters.

Parameter | Reference Value | 24.12.2022 26.12.2022 03.01.2023 12.01.1023

Alanine aminotransferase, U/L 0—41 72,1 63,0 51,0 52,1
Albumin, g/L 35 —52 20,5 21,5
a-Amylase, U/L 25 —115 36,8
Aspartate aminotransferase, U/L 0—40 87,8 77,0 59,0 70,6
Total bilirubin, umol/L 1,7 —21 16,7 11,9 10,4 14,3
Gamma-glutamyl transferase, U/L 0-38 552,0
Potassium, mmol/L 3,5 —5,1 4,50
Creatinine, umol/L 53 —97 87,0 106,0
(he ormais CKD BBL mming 73me >60 70 55
Lactate Dehydrogenase, U/L 120 — 246 348,0 330,0
Uric Acid, pmol/L 155 — 357 234
Urea, mmol/L 2,6 —7,2 7,20 7,80
Sodium, mmol/L 135 — 151 132,0
Total protein, g/L 66 — 88 39,7 42,7
Thyroid-stimulating hormone, mIU/L 0,27 — 4,2 2,57
Total cholesterol, mmol/L 3,1 —5,2 9,89
Alkaline Phosphatase, U/L 70 — 290 1958,0 1799,0
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Tabauua 3. Junamuxa noxazameneti KIUHUHECK020 AHAIU3A KPOBLL.

IMoxasarenn Pedepencirre 24.12.2022r 03.01.2023r 10.01.2023r 16.01.2023r
3HAYCHU A
Temorno6uH, r/n 120 — 140 114 96 112 108
Spurpountsi, K1*10"2/1 39—47 3,5 3,2 3,0 3,5
Tpom6onuTsl, K1*10°/1 150 — 450 647 574 522 546
JIeitkouuThl, K*10°/1 4,0 —9,0 11,6 17,6 9,6 12,5
Table 3. Dynamics of clinical blood test parameters.

Parameter | Reference Value | 24.12.2022 03.01.2023 10.01.2023 16.01.2023
Hemoglobin, g/L 120 — 140 114 96 112 108
Erythrocytes, cells*10°/L 39—47 3,5 3,2 3,0 3,5
Thrombocytes, cells*10°/L 150 — 450 647 574 522 546
Leucocytes, cells*10°/L 4,0 —9,0 11,6 17,6 9,6 12,5

Pucynox 1. [Ipenapam nouku, okpacka Koreo

KPacHvlM — no3umusHoe okpauiusanue mamepuand,
UHpUILMpUpyIOULe20 KYO0UKU, ApmepUl U apmepuosnsl
Figure 1. Kidney specimen, Congo red staining — positive
staining of material infiltrating the glomeruli, arteries
and arterioles

Pucynox 2. IIpenapam nouxu, UMMyHOPII00peCUEHUUS.
IIpu ummyHoPAI00PUCY,EHIMHOM OKPAUUBAHUY
omme4aenicss OmuoxeHue 1amo0a-venei

Figure 2. Kidney specimen, immunofluorescence.
Immunofluorescence staining shows deposition of lambda
chains

MHTEPCTULMST MOHOHYK/IeapaMu B 30Hax ¢ubposa 6e3
ABJIeHNII TyOy/IuTa, B MPOCBETE OT/ENbHBIX aTPOPUIHBIX
KaHaJIbLIeB OIIPEMe/IAI0TCA KPYIIHbIe OeIKOBbIe LVIMH/PEL,
aprepun u aprepuonsl — 6e3 ocobernocterr. Oxpacka
KoHro kpacHbIM — MO3UTHMBHOE OKpAllMBaHMe MaTepuaa,
MHQWIBTPUPYIOLIETO KIYOOYKM, apTepuyl ¥ apTepUOJIDL
B monsApn3oBaHHOM CBeTe OTMedaeTCsl SI0I0YHO-3eIeHOe
CBeYeHMEe B IIPOEKLMM OTIOXKEeHUSA OeCKIeTOYHBIX Macc.
Mmmynodmoopecnenuns: IgG — neratusuo. IgM+, A+.
IgA — neratusHo. C3 — HeratusBHO. C1q — HeT. Kappa —
LVUIMHAPBI+. A — B IIPOEKIMU OTIOXNEHNSI O€CKIeTOYHBIX
Macc ++, B MHTepCTULUK +++. ubpun — Hert. 3axmode-
Hue: Amunonnos nouku (AL-amunonnos).

BrimonHeHa 930¢aroracTpogyoieHOCKOINA /1A B3ATUA
OuoICcKM Ha aMVUJION, BbIsIB/IEHbBI KAaH/MI03 MUILeBONIA, He-
ZOCTAaTOYHOCTDb Kapfyuil, IOBEPXHOCTHDII FaCTPUT, XPOHU-
vecknit 6ynsbonyonennt. Ilo ganubM Ouomncun (puc. 3):
TPU KYCOYKA CIUSKUCTON JIBEHAJUATUIEPCTHON KUIIKU
C OYaroBbIMM KPOBOU3/IUAHVAMM U IIOTHOKPOBUEM COCY-
IOB COOCTBEHHOI IACTUHKM CTM3UCTOI, OTEKOM CTPOMBIL,

Pucynox 3. Buoncus deenHaduamunepcmHoti KUKy
(cmpenkamu ykasarvl amop@Hole MAccyl Po306amo-
KpacHozo yeema 80kpye cocyoos 6 npenapame
08eHaAdUamunepcmHoti KUMKU)

Figure 3. Biopsy of the duodenum (the arrows indicate
amorphous pinkish-red masses around the vessels in the
duodenum specimen)
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OPUTMHAABHBIE CTATHU

paccestHHOM C/1abOBBIPaXKEHHOI TNM(OIIIA3MOLIUTAPHOIT
uHubTpamyeit; npu okpacke Konro-Por nabmiomaert-
Csl TOJNOXKUTENbHOE OKpAIIMBaHME JIEIIO3UTOB aMMJIOUAA
B CTE€HKAX COCY[IOB, C/1ab0 MOIOKUTEIbHOE OKpAIIBAHIe
COOCTBEHHOI ITTACTUHKM CIIU3MCTOI 060TOYKIL.

YcraHoBneH AmarHos «AL-aMmionpos ¢ nopaxeHueMm
movex (HeppOTHIECKNUIT CMHAPOM), KeNyFOIHO-KIUIIEYHO-
TO TPaKTa, IeYeH».

[TanyeHTKe NPOBOAMIACH CHMMITOMATHYECKasA Tepa-
IS AUypeTndecKas — I KyIMpOBaHMA IUIIepPBOIeMUN
Ipu HeppOTUYECKOM CHMHIPOME, U30TMPOBAHHOIO acIuTa
(dbypocemup 80 Mr IepOpaIbHO U CIMPOHONAKTOH 150 Mr
HepopabHO), MHY3UM anbOyMUHA — M/ KOPPEKIUN I'U-
HOA/IbOYMIHEMMNH, @ TAK)XKe Tepamnus [TTIOKOKOPTUKOCTEePO-
npamu (I'KC) (mpegHn30moH 45 Mr B CYyTKN).

[TarmeHTKa KOHCY/IBTMPOBaHA T€MaTOIOTOM, C LIETIbIO VIC-
KIIOYeHNSI MJETOMHON OO/Ie3HV BBINOIHEHA CTepHA/IbHAS
IYHKIMA: TIasMatudeckue kinetku — 4,8%. Taxoke mpo-
BeJleHa peHTreHorpadyist KocTell deperna, pebep, Tasa: odaru
IeCTPYKLVIN UCK/II0YeHBL. [l0CTOBEpHBIX IIPU3HAKOB MIEIOM-
HOIT 60JIe3HN He BBLAB/IEHO. B mocefytomeM peKoMeHI0BaHO
006CTIeIoBaHIe y TeMATOJIOra [0 MECTY JKUTE/IbCTBA C L{E/IbI0
uckmoveHyst mmonponidepaTrBHOro 3ab0meBaHus, Tak
KaK I10 AHHBIM MMMYHO(]II00peCLieHIIN He/Ib3s MICKITIOUUTh
COITY TCTBYIOLYIO OOJIE3HD OT/IOXKEHS JIETKUX I{ETIeil.

Ha MOMEHT BBIINMCKYM OTMeYasoch ylydlleHle COCTO-
SAHMSA TAIVEHTKN: YMeHbIIeHNe OTE€KOB M aCINTa, OTCYT-
CTBUE CyOMKTEPUYIHOCTHU CKJIep, HOpMalusauus guypesa.
Ha amO6ynaTopHBIl 3Taml edeHNs ObUIO PEKOMEHJ[OBAHO
npopomknts npreM I'KC B mose 45 Mr B CyTKu 1 fuyperTn-
YeCKMX IpernapaToB (CIMPOHOIAKTOH 25 MT B CyTKI U y-
pocemup 40 ML B CYTKM).

O6cyxapenne

ITo maHHBIM OTEYECTBEHHOI 1 3apyOeXXHOI IMTepary-
Pbl OOHMM M3 YaCTBIX NposiBneHmit AL-ammaonnosa sABis-
eTCsl pa3BepHyTasA KIVHMYECKas U abOpaTopHas KapTHHA
HedpoTmueckoro cuuapoma [1, 8]. B ommcanHOM crydae
3aboreBanye [1eOIOTUPOBANIO C MOPAKEHNs NeYeHr — JIa-
60paTOpPHOII KapTUHBI CUHAPOMOB XOJIeCTa3a I IINTONN3A.
Bopneyenne meveHM B IaTONOrMYeCcKmii mpouecc mpu AL-
aMmtonjose HabofgaeTcs npaxkrtudecky B 100% cmydaes.
ITpy aTOM (PyHKLNS MeYeHN 9Yallle OCTAETCSI COXPAHEHHOI
[1]. KnuHnyeckye nedeHOUHbIE TIPOABICHNUS HAOTIONAITCS
yuib y 30 % IaIeHTOB ¥ OOBIYHO IPEACTABIIAIT coboit
yBe/IM4yeHue Ie4eHH, COTPOBOYK Aol eecs N30 POBaHHbIM
HOBBILIEHJeM YPOBHSA Lie/IouHOiT pocdarasbl B CBIBOPOTKE
KpoBHU 6e3 NPUSHAKOB MEYEHOYHOI HefocTarodHocTu [9].
CormacHo TaTOMOPOIOrNYeCcKOMY UCC/IEJOBAHNIO, B KOTO-
POM ObUIN VICCTIEROBAHbI 46 OMONTATOB II€YeHY IIAVIEHTOB
C aMMTIONTI030M, BbIABIEHO 87 % cimydaeB AL-amMmnonposa.
I[TpydeM cpeay STHX MAIMEHTOB, MLIb Y 15 % ObIM IIpu3Ha-
KII TeflaTaprui ¢ acCLiuToM U reraromeraryeii [10].

B cranyonape B IpefiCTaBIEHHOM KIMHMYECKOM CITy-
Yyae y HALMEHTKU TaKXe ObUI BbIABIEH HeppOTUYECKMIT
CUHJIPOM, ¥ J/Il OKOHYATENbHOIO YCTAHOB/IEHNSA IMAarHO3a
CUCTEMHOTO aMMOJIOANO03a OblTa ImpoBefeHa Hedpoobuon-
cusg. Mopdornorudeckoe uccIefoBanme UMeeT pellaolee
3HaYeHNe B AMATHOCTHUKE aMIIONA03a. AMuions obamaer

CIIOCOOHOCTBIO K ABOVHOMY JTy4elIPeTOM/IEHIIO, YTO IIPO-
SIBJIETCS CBEYEHMEM B IIO/IAPM3OBAHHOM CBeTe IIpel-
BapUTE/IbHO OKPALIEHHBIX KOHI'O KPAacHBIM IIpernapaToB
aMMIONZa C M3MeHEeHMeM KPAacHOTO IiBeTa KOHTO(MIbHBIX
AMMIOMIHBIX OT/IOXKEHWIT Ha sI0/I04HO-3€/IeHbI (AMXpo-
u3m) [1]. Ins ompeneneHusi coctaBa aMuIonfia IpoBe-
[eHO MMMYHOQIIOOpPECIIEHTHOEe OKpallXBaHIe, KOTOpPOe
ABAETCST 60JIee YyBCTBUTENIBHBIM KaK /I AMarHOCTUKIU
AL-amnonyio3a, TaK u I €r0 TUIIMPOBAHUS 110 CpaBHe-
HUM C UMMYHOTHUCTOXUMMeNt (0T 65 10 85 % IO CpaBHEHNIO
¢ 38 10 87 % coorBeTcTBEHHO) [11].

B nocenHee Bpemsi Bee vallje TOSBISIOTCS COOOIeHNS
o cnyyasx AL-amuntongosa, Korja e4eHb SBJISAETCS eyH-
CTBEHHBIM ITOPAXEHHBIM OpraHoMm [12, 13], 4To 3HaunTeNDb-
HO 3aTPYAHsIET JUATHOCTUKY B BULY HeCHEIMPUIHOCTU
Ha4Ya/IbHBIX CHMIITOMOB. B TNpuBeIeHHOM KIMHUYIECKOM
crrydae, HECMOTPS Ha CHCTEMHOE IOpaKeHle, OTeUHO-ac-
LUTUIECKMIT CHHAPOM U TelaToMeranus ObUIM BeRyLyMu
B KIVHUYECKOJ KapTUHe, YTO OOYCIOBUIO JIATEIbHBIN
nuddepeHnaTbHO-FUATHOCTUYECKNIT TTOUCK CPefyu HO-
30/I0TMIT C TIOpP@KEHMEM IIeYeH): OHKOJIOTMYEeCKIII ITONCK
(B CBsI3U C HAIMYMEM MCTAEHOMBI IMYHNKOB B aHAMHE3€
MCKJIIOYA/IM MeTaCcTaTN4deCKoe MOpaXkKeHIe MeYeHn), ayTo-
MMMYHHBIe 3a00/IeBaHNs II€4eHM, LUPPO3, TOKCUUECKIUI
renaTuT, renaroLe/UIIoIpHas KaplHOMa. Y YUThIBAs, YTO
Ha IPOTHO3 TAKUX IAIVIEHTOB B IIEPBYI0 O4Yepefb BIMsET
paHHee yCTaHOBJIEHME [INATHO3a, IIPeJCTABIAETCS 1eTIeco-
00pasHbIM IOfENTUTHCS JAHHBIM KIMHIYECKMM CIIydaeM
C HeTUIIMYHOI MaHMpucTanyei 3a60/1eBaHys.

JleyeHne TakUX IALMEHTOB IPOBOMSIT B CIELMAIU3N-
POBaHHBIX YYPEXKJEHMAX C MOMOIIbI0 BbIcOKUX mo3 ['KC
B COYETAaHUU C XMMUOTEPANEBTUIECKUMM IIpernapaTamMi.
IIpn AL-ammnonpmose NIpMHLMIINAIBHON 3ajjadeil jede-
HUS SIBJISIETCS TIOJIHOE IIOfiaB/ieHne nponudepannn KIoHa
IIa3MaTUYECKUX KIeToK [1].

B npuBeneHHOM Cnydae B Ka4eCTBE ITATOr€HETUYECKON
tepanyy npumersuchk I'KC, a mocie BBINNCKY peKOMEH-
[IOBaHO 0OC/IeOBaHNE TIO] HAOMIONEHIEM ITeMaTO/oTa 10
MECTy >KUTE/IbCTBA C pelIeHVeM BOIIPOca O HasHaYeHUNU
XMMMOTEPANIEBTUIECKUX ITPENaPaTOB.

3aknaouyeHue

[IpencTaBneHHbli CIydail [eMOHCTPUDPYET aKTyalb-
HOCTb ITpO67IeMbI CBOEBPEMEHHOM IMarHOCTYKY CUCTEMHBIX
3a00/eBaHMAX, B YacTHOCTH AL-amumtonpo3sa. IlopaxeHue
HECKOJIbKMX CUCTEM OpPTaHOB, O0YC/IOB/IEHHOE IaTOJIOTH-
qeckoil mponudeparerr Genka-npefIIecTBEHHNKA U OT-
JI0)KEeHJ€ aMIJIOM/a B Pa3/IMYHbIX TKaHAX, 3aTPYHAET BbI-
fie7ieHNe BefyLIero CMHPOMa 3a00/IeBaHs, YTO IPMBOJVUT
K OorTee TI03/THEI TIOCTAHOBKE JMarHO3a ¥ IIPOrPeccrpoBa-
HUIO T1aTOTIOTMYeCKOro mpouecca. OCHOBHBIM KpUTEPUEM
B IIOCTaHOBKe [MarHo3a AL-amuinonnosa ABIAIOTCA JaH-
HBle OMOTICKHU TopaKeHHOTO opraHa. HemocratouHasa Ha-
CTOPOXEHHOCTDb B OTHOIIEHNY 3TOTO 3a00/IeBaHMA Bpadeit
PasIMYHBIX CIeMaTbHOCTENl TPUBOAUT K JUIUTETBHOMY
AMArHOCTMYECKOMY TOMCKY, U, KaK C/Ie[ICTBIE, YXYAIIEHNIO
COCTOSAHMSA TAIMEHTA, HE IIOTYYAIOLIEro JOKHOTO jlede-
HYA. B cBA3Y ¢ 3TMM, TpebyeTca 6onee BHMMATETbHO OTHO-
CUTCA K KXXJJOMY BbIAB/IEHHOMY CTy4al0 C HEK/ITACCUYECKUM
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Ie6I0TOM KIMHWYECKUX HPOSIBICHWIT Ajisi O0Iee paHHero
HpPOBeMIeHNs] HeOOXOAMMBIX JUMATHOCTUYECKUX IPOLeNyp
U IOCTAHOBKY BEPHOTO K/IMTHMYECKOTO [UarHo3a.
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