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Pe3slome

B ctatbe npenctabneH KIMHUYECKMI Cnyqam MO3[HeN ANarHOCTUKL CUCTeMHOrO Al-ammnonaosa. BblpaMeHHaH renatomera-
A, CMHAPOM X0NnecCTa3a B COYeTaHWn C I'IpOI'[I)ECCI/Ipy}OLLI,EM cep,u,equM HeAOCTAaTOYHOCTbIO U He(prTVMeCKVIM CMHAPOMOM
NoCyXnnn NnOBOAOM K o6cnenosano MaLMEHTKN Ha CUCTEMHbIN aMUTONI03. ﬂaHHOE Ha6mo,ueH|/1e AEMOHCTPUpyeT Heob-
XOAMMOCTb 3HAHNA raCTPOIHTEPONOTNYECKUX N CUCTEMHbIX I'IpOﬂBJ'IeHVII;I aMmnnonao3a, aNropuTMOB ANarHOCTNKK 3abone-
BaHNA C LUeNbl0 CBOEBPEMEHHOIO BbIABJIEHNA TaKKX NMaLUMEHTOB, Ha3Ha4YeHVA 3(])(])GKTVIBHOI7I XVmmoTepanun Ansa yBennyeHns
NPOAOIXKNTENBbHOCTN XU3HN OONbHBIX.
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The article presents a clinical case of late diagnosis of systemic AL amyloidosis. Severe hepatomegaly, cholestasis syndrome
combined with progressive heart failure and nephrotic syndrome prompted the patient to be examined for systemic amyloi-
dosis. This observation demonstrates the need for knowledge of gastroenterologic and systemic manifestations of amyloidosis,
algorithms for diagnosing the disease in order to timely identify such patients, prescribe effective chemotherapy to increase

the life expectancy of patients.
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AKTyanbHOCTb Npo6nembl

AMNIONz03 - rpyIa 3aboeBaHmii, O T/ININTEIBHBIM
IIPU3HAKOM KOTOPBIX AB/ISIETCS OTIOXKEHIEe B TKAHAX
U OpraHax GUOPUIIAPHOTO ITTMKONPOTENJa AMUION-
ma. CrenuduaecKuM CBOMICTBOM aMIUJIONA, OT/IMYAI0-
I[MIM €T0 OT IPYTUX QUOPUIIAPHBIX OE/KOB, ABIACTCA
CIIOCOOHOCTB K [JBOTHOMY JTyIeIpe/IOMIIEHNIO, UTO
[IPOSIB/ISIETCSI CBEYEHVEM B MOIAPU30BAHHOM CBe-
Te MpeABAPUTENbHO OKpaIIeHHBIX KOHI0-KpacHbIM
IpemnapaToB aMMIONAA C U3MEHEHJEM KPaCcHOTO
I[BeTa KOHTO(UIbHBIX aMIIOMHBIX OTI0KEHMIT Ha
A6/I09HO-3€/IEHBIIT (MXPON3M).

B ocHOBe aMMIOUJOTeHe3a JIEXUT CUHTE3
60/IBIIOTO KOMMYECTBA HECTAOMIBHBIX OETKOB-
IpeAlIeCTBeHHIKOB, KOTOPBIe arPeTUPYIOTCA € 06-
pasoBaHueM amunongHoi ¢pubpuasl. Kiouesoe
3Ha4YeHNe UMeeT aMUIOUAOTeHHOCTh OCHOBHOTO
6e/Ka-IpeIeCTBeHHNKA aMIIONAA, ClIelnUIHO-
TO JI/IA KaXk/0it GopMBI aMmyonsosa (B HacTosAIee
BpeMs1 n3BecTHO 6osee 30 Takux 6enkoB). Haspauus
TUIIOB aMU/ION[A BKIIOYAIOT B cebs1 6YKBY A, 03Ha-
YAIOLIYI0 “aMUIONS , M 0003HaUeHNe KOHKPETHOTO
$ubpumnsproro 6enka amunonga — A (aMUIOUHBII
A-niportenn), L/H (merkue/TsKenble el UMMYHOTTIO-
6ynunoB), TTR (rpanctuperns), P2M (B2-Muxporno-
6ynun) u gp. [1].

Hamnbonee wacTo mopakeHme >XeNYLOIHO-
kumreunoro tpakra (JKKT) Bcrpevaercs npu amu-
JIOM03e JIeTKUX Lemneil uMMyHornobynuHa (AL)
n A-nporerna (AA). AMUION03, CBSA3aHHBI C Ha-
KOIIJIEH/MeM TPaHCTUPeTNHA, B2-MUKPOIIoOyanHa,

KnnHnuyeckoe HabnwopgeHue

IMTanuenTka I1. 53 et Obla rOCINTAaIN3MPOBAHA B ra-
CTpOaHTeposorndeckoe orfenenne I'Y3 «O6mactHas
KIMHMYecKas 6onpHuIar r. Caparosa B aHBape 2024 T.
¢ )amob6aMu Ha yBeMYeHNe XIBOTa B 00beMe, HOI-
e 6071 B 06/1aCTIL IPABOTO MOApPeOephs I SINUTra-
CTpMA, KOXKHBIN 3yJI, OTEK! HIDKHUX KOHEYHOCTEN,
06111y10 c1abocTh.

Hcmopus 3a6onesanus. B Hosbpe 2019 r. mocre me-
peHeceHHOI MHDEeK MY BEPXHMX JIbIXaTe/IbHBIX Iy Tel
C JUINTEIbHBIM II€PUOIOM TMXOPafKy (MOBBIIIEHVE
TeMIIEpATypBl B TeUeHMe 3-X Hefenb g0 cyodebpuin-
HbIX 1udp, 6e3 addekra oT aHTUOAKTEPUATBHOIL Te-
pamnuy) BIepBble OTMETUIA HOSABICHUE OABILIKY IPU
yMepeHHOJT Bpu3ndeckoit Harpyske. B o61emM ananmnse

B-mmpoTenHa 0CTpOBKOBOTO aMWU/IOMIHOTO IO/ TH-
Ia pefKo IpOoTeKaeT C OTIOXKEHVeM aMIIONIa B Opra-
HaX [UIeBaPUTENbHOI CUCTEMBI [2].

Knnunyeckue popmer AL-amnnongosa o6ycnosie-
HbI B-mumdorutapHoii guckpasueit, opMupoBaHueM
AQHOMAa/TBPHOTO K/IOHA ITa3MaTUYeCKNX MM B-KIeTok
B KOCTHOM MO3Te, IPOAYIUPYIOINX aHOMA/TbHbIE
MMMYHOITTOOYINHEL, 06Tafaol|yie aMUIONSOTeH-
HocTblo. IIpy nepsuynom AL-aMunongose mmiasmo-
KJIeTOYHas NVCKPa3ns MeHee BbIpajkeHa, YeM Ipu
B-remo6macrosax (MHOXKeCTBEeHHOI Muenome) [1].

PacnnpocrpanenHocTs AL-aMunmonmo3a TOYHO He
nsBecTHa. B cTrpanax 3amaguoi Esponsr n CIIA 3a-
607eBaeMOCTb 3TON (HOPMOIT AMUTONT03a COCTABIIAET
1 cnydait na 100000 yenoBeKo-€eT, IPU 3TOM CUCTEM-
HbIT aMIJIONI03 BCTPEYaeTCsl Yallle, 4eM JIOKaITbHBII [3].

ITpu cucremHoit popme AL-aMumonzosa aMunons-
Hble GpUOPUIIIBI OTK/IALbIBAIOTCS SKCTPAMERYIIAPHO
B OpTaHaX-MUIIEHAX, IPENMYIIeCTBEHHO B CepAlle,
noukax, JKKT u neuenn, nepudepudeckoir HepBHOI
CUCTeMe, olipefienisisi pa3Hoobpasye KIMHINIECKUX
posiBIeHnit [4].

B npakTudeckoit pabore Bpa4-racTpOIHTEPOIOT
HEeYacTO CTAJIKMBAETCS C IOpaKeHNeM IeYeH! B paM-
KaX CUCTeMHOTO aMMJION/I033, B CBA3MU C YeM Ipefi-
CTaB/IAETCA 1[e/1eCO00PA3HBIM TIO/Ie/IUThCA NaHHBIM
KJIMHUYeCKUM Hab/TI0leHIeM, TaK KaK CBOeBpeMeHHa st
ouarHoctuka AL-aMuiongosa urpaer pemamouyio
POJIb KaK B OTHOIIEHUM BO3MOXKHOCTY IPOBEJEHNA
Tepamum, TaK 1 IIPOTHO3a [/ KMU3HIA.

KPOBHU ObI/Ta BbIsAB/IEHA aHeMM (CHVDKEHNE TeMOIIO-
6uHa 110 101 1/71, OCTaIbHBIE TIOKAa3aTe/N — B IIpefiesiax
HOPMBI). 3a MEAMIIMHCKOI IIOMOIIBIO B Ja/IbHEIIIIIeM
He 00paIanach, OfBIIIKA IOCTEIEHHO KYIIPOBaIach.
B 2020 r. B 6uoxnMmIecKoM aHanu3e KpoBu aMmbya-
TOPHO BbIAB/ANOCH TOBbIIIEHNE TPAHCAMIHA3 JI0 3-X
HOPM, fa/bHelllIee 00ceoBaHNe 10 HOBOAY CUHAPO-
Ma LMTO/IN3a IPOBefieHo He Opl0. B suBape 2023 1.
BII€pBbI€ NOABU/INCH OTEKM HMXKHUX KOHEYHOCTEN 10
HIDKHET TPeTH TOJIeHelt, OffbILIKa IIPY OBICTPOIL XOfb0e,
OJIHAKO K Bpady IAI[eHTKa [[/INTeNbHOe BpeMs He 06-
pamanace. B ceHTs16pe 2023 1. 0TMeTIIa 3HAYNTETBHOE
ycueHue OfbIIIKH, TOSABTIEHNE YYaIlleHHOTO CepAille-
OueHMs, HapacTaHMe OTEKOB TOJIeHell, yBeInYeHe
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KnBora B o6beMe. B okTsa6pe 2023 r. amOy1aTopHO
BbINOTHeHa axokapauorpadus (9xoKT), o pesynbra-
TaM KOTOPOI1 BbIsIBIeHA BBIpa>KeHHas rumeprpodus
JIEBOTO KeNMy/I0uKa, MUTpaAbHAaA peryprutanusa 1-2
CTeNeHN, TPUKYCIUAANbHAA peryprutanusa 1-2 cre-
TeHM, aHeBPU3Ma MeXIIPeCePIHON MeperopofKm
(R-Tum) 6e3 mpusHaKoB cOpoca KpoBI, HEOOIBIIOE
KOIMYECTBO XXUJKOCTY B epukappe (mo 250 M), fe-
KOMIIeHCal[ /sl KpOBOOOpaleHus 110 060MM KpyraM
KpoBoobOpaienns. Kapguonorom amOymaTopHo Bbl-
CTaBJIeH AMArHO3 IUIePTPOdUIECKOt KapAMOMMOna-
Tun. PekoMeH1oBaHa TOCOMTANN3AIMA B CTAI[MOHAP
1A manbHeitmero o6cnemopanug. C 13.10.23 1. mo
10.11.23 1. HaXoiM/IaCh HA CTALIMOHAPHOM JI€4eHUN
B OTHE/ICHUN Kap[MOIOT I MHOTONpOdUIBHOTO CTa-
nyoHapar. Caparosa. B xofie 06cieioBa I BbISBIECHDI
Clefylolye U3MEHEeHMA: B 001eM aHanu3e KpoBu
(OAK) - TpombounTos 483x10°/11, B 6GroXxuMu4ecKkom
aHa/mu3e KpoBMU — 06muit 61anpy6us 14 MKMOIB/IL,
ACT 28 En/n, AJIT 29 En/n, cHu>xeHue obuiero 6e-
Ka f10 61 r/71, runepxonectepuHemus (061Nt X0/Ie-
CTepUH 7,2 MMOJIB/T), IOBBbIIIEHNE KPeaTHHIHA JIO
127 MxMonb/n, cuHpoM xonectasa: IIP1238 En/m,
ITTII2267 En/n. CK® (10 popmyne CKD-EPI) 44 min/
muH/ 1,73 Mm%, O6muit ananus moun (OAM) 6e3 nmato-
norun. PeHTreHorpadus OpraHoB IPYHOI KIETKM:
IBYCTOPOHHUII TMAPOTOPAKC, IIPU3HAKYU 3aCTOMHBIX
M3MEHEHUI 110 MaJIOMy KPyTy KpOBOOOpaIleHN.
33o0daroracrpogyonenockonus (OTC): ractpur.
JynnexcHoe uccnenosanne (V) mopraabHOi cu-
CTeMBbI: IPU3HAKOB IOPTANbHOI TUIEPTEH3NN He
BeLsABIeHO. Y3V opranos 6prournoit monoctu (OBII):
TeraToCIICHOMeTa/IN A, KUCTBI IIPaBOIl 0N MeYeHN,
nuddysHble M3MEHEHUS B TAPEHXMME ITOJKENY[04-
HOJI Xe71e3bl, HeOO/IbIII0e KONMNIeCTBO CBOOOIHON XK -
KOCTH B OPIOIIHOI IIO/IOCTH, ABYCTOPOHHMIA I/IEBPATIb-
HBIII BBIIIOT, GOJIBIIIE CIIPaBa, KOCBEHHBIE IPU3HAKI
NIpaBOXeNyN0UYKOBOI HeOCTaTOYHOCTH. Y3V noyek:
npusHaky 11 PysHbIX M3MEHEHNIT B TapeHXMe 00e-
UX [OYEeK I10 TUIY MeAY/IAPHOrO HeppOKaIbIMHO-
3a. Y3V opraHoB Majnoro tasa: 6es3 maronoruu. Y3V
MY TOBUIAHOMN ¥ TTapalMTOBMU/HOIN JKeJe3: y3/I0BbIe
06pa3oBaHA IPaBOI JO/IU, MAKPO(OIINKYIIBI JIEBOI
oy MUTOBUAHON Xene3bl. [1o ranabpiM Ix0oKI: OB
58%, runepTpodun MuoKapya 1eBOro >KerygoIKa
(JIXX) He BbIsIB/IEHO, KOHIIEHTPUYECKOE PEeMOJENNPO-
BaHne nonocty JIDK, HapymeHne ero gracTonmyeckoi
criocobuocty, CIIJTA 29 MM PT.CT., IPU3HAKOB Jje-
KOMIIEHCAIINM KPOBOOOpaleHnA M0 60IbIIOMY KPY-
Iy He BbIAB/IeHO. KommbiotepHas Tomorpadua OBIT:
rermatomerajnus (mpasas goins 27x9,3 cm, neBas o
10,5X7,6 cM, pacipocTpaHsAeTCsA J10 1€BO 60KOBOII
OPIOIIHOI CTEHKM, CTPYKTYpa IIeYeH! HeOHOPOHa S,
cele3eHKa He yBennyeHa). KomnpiotTepHas Tomorpa-
¢us OpraHOB I'PYJHON KI€TKN: IIPU3HAKY CPEIHETO
TUPOTOpaKCa CpaBa, KOMIIPECCMOHHOTO aTe/leKTasa
HIDKHel! B0y cripaBa. VIppurockomnusi: JOMMXOKOJIOH.
MamMorpadusi: efMHINYHbIe MAKPOKa/IbI[MHATHI [1O
1 MM B 00eMX MOJIOYHBIX JKeJle3aX.

JOuaruo3 runeprpodndeckoil KapauoMuomna-
TUM He MOATBEPAU/ICA. BrimmcaHa ¢ AMarHo3om:
ITepenecenHslit MHPEKIMOHHBLI MuokapauT. L{uppos
nedeHn knacc B mo Yarng-Ilpio B cxosme nepBU4HO-
ro 6M/IMapHOTo XOJAHTUTa. PEKOMEH/IOBAHDL: IIpUEM
agemeTyonnHa 800 mr/cyT., YIXK B mose 1500 mr/cyT.,

JIAKTY/I03BL, KAPAMOTPOIHBIX TpenapaTos (MAIID, B-a-
IPeHO6I0KATOPBI, ANYPETUKN), @ TAK)Ke UCCIIeTOoBa-
HIe ay TOMMMYHHBIX MapKepOB 3a00/IeBaHNUIT IeYeH L,
MarHUTHO-Pe30HAaHCHA A XOIaHIMOAHKpeaTorpadusa
(MPXTIT'), KOHTpO/Ib GYHKLMOHAIbHBIX TOKa3aTeel
neyeHu. AMOynatopHo onpenenensl ANA, AMA-M2,
pesynbTaThl OKa3aauCh OTPUIIATEIbHBIMIU.

HecMoTpsa Ha Tepanuio, COCTOAHME MAIIMEHTKA
TIPOJIOTKAIO YXY/IIAThCs, IPOTPeCCUPOBaia OfbIIKa,
OTEKM HapOC/IN JIO BEPXHEN TPeTy TOJIeHel, TOABUICSA
KOXKHBIV 3y, [1/11 yTOUHeHN A ;UaTHO3a TOCTINTaNV31-
poBaHa B oTeneHne ractposuTeponoruu I'Y3 «OKb»
B stHBape 2024 I. ¢ BBIIIEONMCAHHBIMI XaT06aMIL.

M3 ucmopuu susnu: HacnefCTBEHHOCTb HE OTATO-
meHa. OnepaTuBHbIE BMEIIATENbCTBA: KECAPEBO Ceve-
HIe, ONepans 10 NOBOJY KMIIEIHON HEIPOXOAMMO-
ctu B 2007 r. Bepemennoctu: 1, poxpr: 1. Ty6epkynesom,
Mmansapueit, BUY undexuneir, cupnmmcom He H6onerna.
Bupycubie renaturer orpuniaer. [lepenusanuii Kposu,
TI7Ia3MBl, IPYTUX KPOBe3aMelalomuX Cpefl He IPOBO-
gunocb. COVID-19 1a6opaTopHO He OATBEPXKAANICSH,
BaKIMHAIVY OTPUIIAET.

O6vexmusno: Poct 165 cM. Bec 59 kr. UMT 21,6 xr/
Mm?. Temneparypa rena 36,6°C. CocrosiHMe CpefjHeli cTe-
neHn TaKecTu. Ko>KHBI IIOKPOB 1 CKIepbl O/egHbIE.
Pacuécpl Ha Ko)Ke BepXHUX KOHeYHOCTel. Cu3ucTble
0607109K) PO30BOTO IBeTa, €3 MaTOMOrMYeCKIUX BbI-
cpinannit. OTEKM HMDKHUX KOHEYHOCTEN [0 KOJeH.
OpraHbl KPOBOOOpaIeHNA: BEPXYLIEYHBII TOTIOK
OrpaHMYeHHBIN, B V MeXXpebepbe, Ha 1 CM KHYTpHU OT
CPEMHEKTIOYMIHOI TUHUY; COCY/IUCTDIN ITy 90K He BbI-
CTyIaeT 3a Kpas rpyAuHbl. IIpu ayckynbTanum TOHBI
ceppua npuraymensl, putMmuyunble. YCC 80 ymapos
BMuHYTY. ITynbc 80 B MUHYTY, OfMTHAKOB Ha 06€UX Py-
KaX, yJOBIeTBOPUTENbHBIX KadecTB. AJ] 120 1 80 MMm.
pT. cT. OpraHbl NuieBapeHs: A3bIK 00TI0KEH Y KOPHA
6e/IbIM Ha/IeTOM, He YBe/INYeH, YKMBOT IIPY Ia/IbIIaI I
MATKUI, 4y BCTBUTENbHDIN B BEPXHUX OTAIeNnaX. [leuenn
manpnupyeTcs Ha 12-13 cM u3-1oj mpaBoit pebepHoit
IYTH, Kpajiil Ie4eH) I0THO-3/1aCTUIeCKOI KOHCH-
cTeHuy, 6e36onesHeHHbIT. Pasmepsr mo Kyprnosy:
22x16x12 cm (puc. 1). Cumnrom Ilnema oTpuiarens-
uoit. Cumnromsl Kepa, OpTHepa oTpuijaTenbHble.
bonesneHHOCTU B 30HAX NPOEKLUM ITOJKENYJOYHOIM
>xenespl HeT. CenleseHKa He ManbnupyeTcs. Pasmepsr
1o KyprnoBy 8x5 cM. ITepKyTOpPHO KUJIKOCTD B OPIOII-
HoJI mostocTu He onpependerca. Ctyn 1 pas B 2 gu4,
06BbIYHOTO 11BeTa, 0e3 MaToornyeckux npumeceit. [pu
MCC/IelOBAHNUY APYTX OPTAaHOB U CCTeM OTK/IOHEH NI
OT HOPMBI He BbIABJIEHO.

IIpu mpoBefeHHOM B OTe/eHNN 00CIeTOBaHUU
6 OAK BbIsIBIIEHBI aHEMM S JIETKOII CTeIeH! (3pUTPO-
uThl 2,9%10"%/11, remornobuH 108 /1), TpoM60OLIUTO3
(474x10°/m), yBenuuenne COD no 46 mm/4. Ananu3
Kposu buoxumuueckuii: o0mmit 6e10x 57,6 T/71; anb-
6ymuH 31,6 r/m; 6uanpy6uH obuuit 6,6 MKMOIb/I;
AJIT 26,9 En/n; ACT 25,9 En/nm; IM® 576 En/m; TT'TII
349 En/n; XC o6uimit 12,6 MMOJIb/1I; XOMMHICTEPa-
3a 6814 Ex/n; amMuak 164 MKMOJIb/I; KpeaTMHUH
289 MmxMmomnb/m; MmouyeBuHa 24,8 MmMmonb/im; Fe 8,9 Mmk-
Monb/m; depputun: 177,4 ur/mi; tpancheppun: 2,2
t/n. Koazynoepamma: dubpunoren 6,2 r/m; IITB 13,4
CeK; aKTMBHOCTbD HpOTpOM6I/IHa no Keuky 63,8%;
AYTB 31,1 cex. [Tokasarenu anexmponumHozo co-
CTaBa KpOBU B Ipefienax HOpMbl. Vccnemosanue
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20pMOH08 wumosuonoil xenesvr: TTT 1 MKME/mit;
T4 cB. 12,6 nmonb/m; T3 ¢B. 2,8 IMOIB/; aHTUTENA
K TUpeoupgHoit nepokcupase 12,6 ME/Mn. AuTutena
knmaccoB M, G x BUIY - He o6Hapysxenbl. HbsAg, AT
k HCV - orpumnarensusie. Konpozpamma 6e3 ocoben-
Hocrelt. Cymounas npomeunypus cocTasuna 4 r/cyT.
Ynompaseykosoe uccnedosarue OBII: neyens — I13P
ITT 135 mm, I13P JI]] 88 mM; cTpyKTypa aud¢ysHo
HEOJJHOPO/ HAl; KOHTYPBI HEPOBHBIE, YITIBI 3aKpyT/le-
HBI; 9XOT€HHOCTD IIOBbIIIeHa (1 cTeleHn); COCyMCThIi
PVICYHOK CT7Ia)KeH; )KeTYHbIe TPOTOKY He PaCcIIPEHbI,
CTEHKM) HE€ M3MEHEHBI, YITIOTHEHBI. V. portae 13 MM.
JKemunblit my3pipb He BU3yanusupyercsa. Xonefox He
pacumpeH. Ilomkenyjounas sxenes3a He BU3yannsu-
pyerca. Cenesenka 43 KB. CM, CTPYKTypa OJHOPOJ-
Hasd. V. lienalis 5 MM. B MasoM Tasy HesHauMTeIbHOE
KO/IMYIeCTBO CBOOOTHOI XUAKOCTH. YIompas3eyKosoe
uccnedosamue nodex: CUHEPOM BBIE/IIOM[MXCS IIPa-
mug; fuddysubie nsmenennsa novek. OKI: CHHYCOBbII
putm, YCC 86 B MunyTy; 90C OTKIOHEHA BIPABO;
AB 6nokapna I creneny; HeronHast 610Kaja HpaBoii
HOXKM TTyuka I'mca; neperpyska mmuokappa JIJK, pac-
TPOCTPaHEHHbIe HAPYIIEHN A IPOLIeCCOB PeToIApH-
sayuu B muokapae JIDK. OxoKT: necnieriudnaeckne
U3MEHEHUs CTeHOK Ao, CTBOPOK Ao-, M-, T-kmanaHoB
ceppua; Hebombpiuas runepTpobus Muokapga JDK
(KOHIIeHTpUYecKas); yMepeHHOe pacliiipeHne 1Io-
nocTell mpefcepanit; rmobanbHas COKPAaTUMOCTD
muokappa JIJK Ha HU KHel TpaHMIle HOPMBI; /IeTKas
muddysnas runoxkunesns creHok JDK, c mpeobnana-
unem MOKII; auactonndeckas yuxus JIXK mapy-
IIeHa II0 PeCTPUKTUBHOMY TUIY; O/IMKe K yMepeH-
HOJT M-peryprutanusi; OT He6O/IbIION 10 YMEPEHHOI!
T-peryprutaums; nerouyHas runepTeHsus 1 crenenn;
9x0KT npusnaknu cybkomnencanuu KO mo BK; He-
60/IbIII0e KOUYECTBO KUKOCTH B TIOTIOCTHU MEPU-
Kappa; aneBpusma MIIII 6e3 c6poca. IJ]C: HegocTa-
TOYHOCTD Kap/iny; HOBEPXHOCTHBIN raCTPOYOIeHNT;
A3Ba TyKoBuLbl 12-nepcrHoit kuwmkn 0,6x0,5x0,2 cm
niopx pubpunoM. [V cocydos eenamobunuapHoti 30Hvl:
IIPM3HAKOB IIOPTa/bHOI TUIEPTEH3NI He BBIABJIEHO.
Ocmompena Hedpon020Mm: BIIEpBbIE BbLABICHHDIN Hed-
pOTMYECKNI CMHPOM; peKOMEHJJOBAHO 3aBepIleHNe
OHKOIIOMCKa (MCK/TIOUUTD ITapaHeONIacCTUYeCKII Te-
Hes HeppOIaTIN), peHTTeHOrpads IIOCKIX KOCTeit
ckeneta (04arm fecTpyKuum), Moya Ha 6eox benc-
JI>KoHCa 171 MCK/TIOUeH A MHOXKeCTBEHHO MVIE/TOMBI.
Hamane BbIpakeHHOI TeITaTOMerannu, CMHpoMa
X0J/IecTa3a B COYETaHUM C HeYPOTUYECKMM CUHAIPO-
MOM, OTCYTCTBHUE JJAHHBIX 32 IMPPO3 IeYEeHM, Iep-
BUYHDII OVIMAPHBIN XOTAHTUT, «3aCTOMHY 0 [IEYEHb»
B PaMKaX XpOHMYECKOJ CepliedHOI HelOCTaTOYHOCTH,
TIO3BOJIM/IN TIPEJIONOXUTD CUCTEMHBIIN aMUIOUIO3.
BplTa BbIIO/IHEHA OMOIICHUA NIeYeH Y, BBIABUBINAS Ha
JTaIe MePBUYHOTO IMCTONOTNYECKOTO NCCTIEeNOBAHN A
BbIPa)KeHHOE OT/IOKEHVe aMUTION/IA B TKAHU MTeYeHN.
O6c¢nenoBaHue TaleHTKU IPOJOIKaNoch. Ilpn
peHTreHorpaduu 1erknux, 0CHOBaHNA Yepella, KOCTell
Ta3a — KOCTHO-/IeCTPYKTUBHBIX I3MEHEHII He BbIAB-
neHo. benox benc-JI>koHca oTpuLaTebHbIIt.
ITanneHnTKa 6blyIa KOHCYTBTUPOBaHA I€MATONOTOM.
Brimonuamach MuenorpamMma: KOCTHBIA MO3T HOPMO-
K/IETOYHDIIT; MeraKapyoUMThl BULHBL B JOCTaTOYHOM
KOJIMYeCTBe; TUII KPOBETBOPEHNUA — HOPMOOIacTI-
gecKuil. DeKTpodopes 6eTKOB CHIBOPOTKM KPOBI:
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M-rpagueHt He o6Hapy>keH. [[narHo3: AMUION03
HEeyTOYHEHHBIN C CUCTeMHBIMI MPOsABIEHUAMM.

Takum o6pasom, B mpolecce 06CIe0BaHNA MIie-
NIoOMHasA 60/1e3Hb, OHKOIIATOIOI M A OBIIN VICK/TIOYEHbI.

I TMOMpOBaHMSA aMyIoNa OMOITAThI TeYeHN
6bL1n oTIpaBIeHbl B « HalnoHaIbHBII LEHTP KIMHY-
4eCKOil MOPOIOrnYecKoil ZUarHoCTUKM», r. CaHKT-
ITerep6ypr. CBeTOOITIYECKOE UCCIIEOBAHIIE BBIIIOT-
HEHO I10 CTaHJ[aPTY UCCIIETOBAHNUA OMOICUM IIeYeHN
C UCTIONIb30BAHNMEM C/IEYIOUIMX OKPACOK: TeMaTOKCH-
7VH 1 3031H, PAS-peaxius, Tpuxpom o Maccony; rmo
MIOKa3aHNAM BBITIOTTHEHA NOIOMHUTENbHAA OKpacka
KoHro-kpacHbIM. BbIABIEHO TsAXKen0e HapylIeHMe
TYCTOAPXMTEKTOHMKY TKaHU IeYeHM 3a CYeT Mac-
CHBHOTO OT/IOXeHusA amunonpa — Kouro-¢unbHoro
TOMOTEHHOTO 6eCKJIETOYHOTO MaTepyaa co CabbIM
A6/I0YHO-3€/ICHOBATBIM CBEYEHNEM B IOJIAPU30BaH-
HOM CBeTe; B 00'beMe IpeCcTaBIeHHOTO MaTepuaa
6uorncuu - ¢ Cy6TOTaIbHBIM 3aMellleHIeM IapeHX MBI
nevenu (puc. 2, 3). BeimonHeHHO€e Ha 06pabOTaHHBIX
IpOHa30Ji MapadMHOBBIX Cpe3ax MMMYyHOIOpec-
LIeHTHOE JCCTIeJOBAHMe C MICTIONIb30BAHMEM aHTUTEN
K nerkuM tensam Kappa u Lambda nokasasno spkyio
9KCIIpeccuio yerkoit nemyu Lambda B yyacTkax otmo-
XKeHNA aMmIonga (puc. 4) M TOTalbHYIO HETATUBHOCTD
nerkoit nenu Kappa. B cBasu ¢ tem, uto AL-amunons
4acTO AeMOHCTPUPYeET Ca0blIil JUXPOU3M U, KaK CTIef-
CTBUeE, OYeHb C/1ab0e A67I0YHO-3e/IeHOBATOE CBEUCHME
B IIO/ISIPM30BAaHHOM CBETe, PEKOMEH/YeTCs BBIIIOTHATD
UMMYHOQII0OpPECIIeHTHOE MCCIeloBaHMe OKPACKN
KoHro-KpacHBIM € UCIIONTb30BAHMEM KPACHOTO (PUIb-
tpa (Texas Red) mis y6enurenbHoit Bepuduxanum
dbakTa aMUTIOMIHOTO MOpaXKeHNA. DTO UCCIefOBa-
H1Ie OBIIO BBITIOTTHEHO U IIOKA3aJIo OXMjaeMoe sSIpKoe
KpacHoe cBedeHue aMmnonsa (puc. 5). B craupapt tu-
HNUpPOBaHMA aMIION/A TAK)Ke BXOAUT UMMYHOTUCTO-
XMMIYeCKoe MCC/IeJlOBaHMe MMMYHOIIePOKCH/a3HbIM
MeTOJOM Ha I1apadMHOBBIX CPe3ax C UCIOIb30BaHNEM
aHTUTEN K A-KOMIIOHEHTY aMMU/ION/ja ¥ TPAHCTHUPe-
tuHy (TTR/Prealbumin), KoTopoe 6b1I0 BHIIIOTHEHO
U TI0Ka3aJI0 OTPUIIATENbHBIN Pe3yIbTaT 00enX peak-
1uit. Ha ocHOBaHWM BBINIEOTIMICAHHOTO MICCTIETOBAHIA
6511 ycTaHoBIeH AL/\-amunongos mevenn (Lambda)
C MaCCUBHBIM 3aMelleH}eM ITIapEHX VMBI

ITo pesynpTaTaM 06CIeTOBAHNA HAllMeHTKe ObLI
BBICTABJIEH JIMaTHO3:

OcHosHoe 3ab6onesanue: mepBUYHBIN AL/\-
ammnonpno3 (Lambda) amunonpmos ¢ mopakeHu-
eM medeHMu, modek, ceppama. CHHApPOM XormecTasa.
Hedpotuuaecknit cungpom. XBII C4. HegocTaTo4HOCTD
MUTPa/NbHOTO K/IallaHa 2 CT., He[IOCTATOYHOCTD TPUKY-
CIMJAMBHOrO K/IanaHa 1-2 ct. JlerouyHas runepreHsns
1 crenenn.

Ocnomnenus: XITH 2 cr. H 2A cr., 2 OK. [IBycTo-
POHHMII I/IeBpaIbHbIN BbINOT. AB 6/10kama 1 cTeneHn.
Henonnas 6nokaga [THIIT. Anemus.

Conymcmeyoujue 3a601€6aHUS: A3BA TYKOBUIIBI
IBE€HaJLIaTUIIEPCTHON KUIIKY AuameTpom 0,6 cMm.
Honuxocurma.

PexkoMeH/I0BaHa KOHCY/IBTAIIVA C pe3y/IbTaTaMu 00-
cnepoBanusa B HMMUII remaronornu fis onpeeneHns
nmanpHelieir TakTuky Begeansi. 07.04.2024 cocros-
nach KoHcynbranua B HMUII remaronorun, MHeHMe
0 MarHo3e Ipe)XkKHee, PeKOMEeH/[0BaHO IIpOBe/leHNe
nonuxumuorepanuu (IIXT) mo MecTy XUTeNIbCTBA.
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C 17.04. o 08.05.2024 r. manimeHTKa HaXOQU/IaCh Ha
JIeYeHN B KIIMHUKe TTPODIaTOIOTUIA I TeMaTONOT UM
r. Capatosa. [Ipy mocTynieHnn cocTossHne cpeHei
CTeIeHM TAXKeCTH, 6eCIIOKOVIIA ObILIKA ITPU OOBIYHOI
¢dusmyeckoit Harpyske, obmas crabocTb, OTEKN 10
CpefiHell TpeTu rosieHell, yBendeHne B pasMepax Xu-
BoTa. J[laHHbIe TabOPaTOPHBIX METOZOB MCC/IE[OBAHNA:
KpeaTUHIH 216 MKMOJIb//I, MOYeBMHA 16 MMOJIb/JI, a/b-
6ymuH 21 1/, He 120 r/n, P 424 Exn/n, ACT 32 En/n,
AJIT 40 En/n, cyrounas nporennypus u OAM ne
nccnenosaHbl 1o manabIM OX0KI: OV 45%, mpusHakn
runepTpodun Muokappa JIK, meroqHot runepreHsnn
1 c1., HepocTatounocTy KO mo 6onpmomy kpyry. B ca-
nyonape nposoanaacs [IXT: gaparymyma6 800 mr B/B
Karr. Ne 2 (19.04, 27.04), 6opresomut 2,2 mr ni/x 20, 23,
27, 30.04.2024; nuknodocdan 688 MI B/B KallelbHO
20, 27.04.2024, nexcaMeTa3oH 40 MT B/B KaIleJIbHO
19-23.04.2024, 07.05.2024. [Ins npodumakTukm oc-
JIO>KHEHM T Ha3HAYa /IMCh AllUK/IOBU P, KO-TPUMOKCA307,
amnonypuHon. OJHAKO COCTOAHME MALMEHTKN YXY/[i-
IIaJIOCh — OTMEYaI0Ch HapacTaHe ob1ell cmabocru,
OJIBIIIKY, TTOSABJICHME IIPU3HAKOB 9HIledaTonaTum,
yMeHbIIIeHNe KOTMYIeCcTBa MOYM, HapacTaHIe a30Te-
Mun: KpeatuHuH ot 07.05.2024 422 MKMOTIB/1I, MOYe-
BMHA 35,5 MMonb/, B cBA3u ¢ yeM 08.05.2024 B 21:30
nanveHTka 6s1a nepesesiena B OKbB r. CapaToBa s
Hayasla 3aMeCTUTE/IbHOI MOYEeYHOI Tepanuy, TOCIN-
tanusuposana B OPUT. [Ipn nocTymmenun cocros-
HIe MAI[MeHTKN PacIleHNBAIoCh KaK KpaliHe TAKenoe,

O6cyxpaeHne

HecmoTps Ha MHOroo6pasue KIMHUYIECKUX HPOSB-
nennii, 3anofosputh AL-amMunons03 Ha paHHeit cTa-
IMU JOCTATOYHO CIOXKHO. OCHOBHBIMU CHCTEMHBIMU
IposiBIeHMsIMY AL-aMUIonfo03a ABAI0TCS: 0b1ue
CYMIITOMBI (YCTa/nOCTh, CHUYKEHME MACChl TeJla), 110-
pakeHMe ceppla, oyek, neyenu. Ilopakenue nepu-
(bepryeckoii/aBTOHOMHOI HEPBHOI CUCTEMBI, MATKUX
TKaHeil, OpTONeANYecKye NPOsABIeHNA BCTPEYaloTCs
3HAYNUTE/IBLHO peKe. Y MalMeHTKU U3MEHEeHU B Opra-
HaX M3Ha4Ya/IbHO PaCCMAaTPMBAJINCh KaK He3aBUCUMbIe
3aboneBanus. [TaTonorus cepana Opia pacijeHeHa KakK
OCHOBHOe 3a60/IeBaHNe (CHaYasIa runepTpoduieckas
KapAVOMMOIIAT! A, 3aTeM IIepeHeCeHHBII MUOKap-
JINT, OCTIOKHEHHBI CePIeYHOI HeJJOCTaTOYHOCTBIO).
ITopaxeHne HmeyeHM (remaToMeranns, CUHAPOM XO-
JlecTasa) BbI3BA/IM MPENIIOIOXKEHNEe O IePBUYHOM
6unmnapHom xomaurute. [Ipu aToM oTMedanTach Hed-
(b beKTUBHOCTD CTAHAAPTHON Tepanuy STUX HO307I0-
ruit. Bo3MoXHO, HalM4ye NpOTENHYpUM, KOTOpAs He
oIpeie/iANAach BO BpeMsA NepBOi TOCIUTaNN3AI NI,
MOIJIO CTaTh TOMYKOM K JajIbHEIIIEeMY AMarHOCTUYe-
cxoMy noucky. OffHaKo y>ke B TOT IepUOJ; 0TMEYaNoCh
MOBBILIEHNE YPOBHA KPeaTMHNHA CO 3HAYUTE/TbHBIM
CHIDKEHMEM YPOBHsI KIy60uKoBOIT GuiIbTpannu, 4To
Tpe6OoBaIo JaIbHEIIIero 00caefOBaHNA I YTOUHe-
HUA IIPUYMHBI TOPAXKEHM A TIOYEK.

K Tak HasbIBaeMBbIM «paHHUM KPacHBIM (raram»
aMmI0103a OTHOCATCA [2]: NTproBNP >332 ur/n (4yB-
cTBUTENbHOCTD 100%), BNP >73 Hr/n (4yBcTBUTED-
HOCTDb 89%), TpononuH T > 0,035 Hr/MT; TpOTENHYpUA
>0,5 r/cyT (IpenMyIecTBEHHO anbOyMNUH); TIOBBIIIE-
Hue II®, ITTII npu oTCyTCTBUM APYTUX NPUYUNH;

006yC/IOB/IEHHOE OCTPBIM IOYEYHBIM OBPEXEHIEM,
CUMIITOMaMM CEPJeYHOIl He[JOCTATOYHOCTH, SIBJICHU-
samu sHIedanonarun. [lanueHTke 6bIa BBIIIOTHEHA
Npolefypa oCTpOro reMoianin3a, BO BpeMs KOTOpOik
OTMeYajioch NPOrpecCUBHOE CHIKEHME apTepuab-
HOTO JjaBjIeHus, oTpeboBaBIlee BBeeHNUs CUMIIATO-
MUMETVKOB, C HOC/Ie YOI MM Pa3BUTHEM aCUCTONNN.
ITpoBoOAMINCH peaHVMALMOHHbIE MEPOTIPUATHS — 6€3
apdexra, 09.05.2024 B 00:30 6bI1a KOHCTATUPOBA-
Ha 6uosornveckas cMepTh OONbHOI. BhIIONMHANTOCH
1IaTOJI0TOAHATOMMYECKOE UCCIelOBAHMe: NTIeYeHb —
yBennuena 38x30x17 cM, IIOTHAsI, Ha paspese O7en-
Has, UMeeT Ca/lbHBIN BUJI; CeNe3eHKa — yBe/lndeHa
17Xx7%9 cM, KAMEHUCTOI IIIIOTHOCTH, COCKO0OA HET, Me-
€T CajbHbII BUJI; TOYKM — HOPMA/IbHBIX Pa3MepOB,
KOpPTUKOMeRyIIsApHas nudepeHIpoBKa COXpaHeHa,
MMEIOT CAJIbHBIN BUJ; Cep/Lie — OOBIYHBIX Pa3MepOB
11x10x7 cM, TOMIMHA CTEHK) IIPABOTO JKeMyT0IKa
0,9 cm, neBoro — 1,9 cm, MIKII 2,1 cm, macca Mmroxapza
358 1; mojpKenygouHas xenesa 12x4x3 cM, IJIOTHO-
9/1aCTUYECKOI KOHCUCTEHLIMY, CEPO-KEe/ITOTO 1IBETa;
HaJTI0YEeYHVKMN — TYICTOBULHON (POPMBI, KOPKOBBI
CJIOM — APKO-XKE/ThI, MO3TOBOJ — TEMHO-KOPUYHEBBII.
IIpu oxpacke KOHro-kpacHBIM BBIABICHO OT/IOKEHNE
aMMIONJA BO BCEX ONMCAHHbBIX OpPTaHaX.

Takum 06pasoMm, ObII HOATBEPXKAEH CUCTEMHBIT
XapaKTep aMMJIONJ03a C IOpakeHeM cepAla, Iie-
YeH!, [10YeK, Cele3eHKY, IO KeayL0YHOM JKele3bl,
HaJIIIOYEYHIKOB.

HeliponaTiyeckast 60/b, CHIDKEHIE TeMIIepaTypHOIt
YyBCTBUTEIbHOCTH, NMOABNIEHYE TUITOTEH3NN VN
paspelieHne TUIePTEeH3UN, CUHAPOM KapIaJIbHOTO
KaHaJa; HeoOO'bACHNMMAsA YCTaIOCTh, CHVYKEHUE MacChl
tena. K coxanenuio, kapauocunenupuieckue Mapke-
PBI, CyTOYHAs IPOTENHYPUsI He MCC/Ief{OBAJIUCD, 1 Ha
TIepBBIii IIJIaH BBIXOAVIIN BbIPayKeHHa s TelaTOMeTan s
U 3HAYNTETbHOE TIOBBIIIeH)e MapKepOB X0/IecTasa,
B CBA3M C YEM IMALMMIEHTKA U 6I)UIa TOCIIMTA/IU3SNPO-
BaHa B TaCTPO3HTEPONIOTUIECKOE OTTIeNIeHNe HAIlleTO
CTallOHapa.

ITpu ocMoTpe obparany BHUMaHMe 3HaYUTENbHOE
yBeJuYeHNe TTeYeHN, OTeKV HVDKHUX KOHeYHOCTell
10 KoJIeH (cTabumIbHble, HECKOMIBKO YCUIMBAIOIIMEeC
K Beqepy). Hanuuane Bpra)KeHHOI‘/‘I rermaToMeraanm
B COYETAHUM C CMHAPOMOM XOjIecTasa MO3BOMNIIN
MPeAIONIOKIUTD IOpajkeHVe IeYeHN B paMKaX CUCTeM-
Horo ammaonusioda. OgHAKO, YYUTHIBAs U3MEHEHN
B Cepfille, BbIsIBIIEHHbIE paHee, IpoBoawack gudde-
peHIVanbHasA IMaTHOCTUKA C «3aCTOHON ITe4eHbI0»
B paMKaX CepeYHOIT HeJocTaToYHOCTI. [Ipn obcre-
poBanuy B OAM oTMedanach NpoTenHypus 6oee
3 r/cyTKI/I, YTO B COYETAHUM C TUIIONPOTEMHEMUEINL,
rUnoanbOyMuHeMueil, TuepxoaecTepuHeMIeit, -
TepKoaryssALmeil, OTeKaMyi HM>KHUX KOHeYHOCTell
CBUJIETENBCTBOBAJIO O HAIMYNUY Pa3BePHYTOro Hed-
POTUYECKOTO CMHIPOMA. MHCprMCHTaIIbHI)Ie METObI
VCCNIENOBAaHNA IIOOATBEPAVIIN HAJINYNE TE€IIaTOMETa/Inm,
OTCYTCTBIUE IOPTAIBHOI runepTensun. [Ipn obceno-
BaHNM ceplilia BbIABJIEHDbI HAPDYIIEHN A ITPOBOAMMOCTH,
KOHIjeHTpuYecKas runeprpodus muokappa JUK, nud-
¢dysnas runoknHesns creHok JDK, ¢ npeobnagannem
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MOKII, napyenne guacronndeckort dyuxunn JDK mo
pecTpukTUBHOMY TuIy. Takum 06pasoM, yunuThBasi
Hopa)keHue MedeH, o4eK, cepala Hanbonee Bepo-
ATHBIM 3a00/IeBaHMeM Y IaLMEHTKY IIPeJIoIaraucs
CUCTEMHBIT aMUIOUI03.

ITpoBopunace auddepenunanbHas FUArHOCTU-
Ka MeXJy BTOpM4YHBIM AA-amunongosom u AL-
amuaonjgo3oM. JIna sropuuHoro AA-ammiaonosa
xapakTepHo 60jiee paHHee Hadano, 4yeM s AL-
aMuIonzi03a (CpeIHMIT BO3PACT OONbHBIX COCTABIIACT
0K0710 40 11 65 7IeT, COOTBETCTBEHHO), @ TAKIKE, KaK IIpa-
BIJIO, HA/IMYe CUHIPOMA J/INTE/IbHOTO XPOHUYECKOTO
BOCIIaJieHNs B aHaMHese. [lopakeHne 1ToYeK — Bexy-
NIt KIMHUYeCK U TPU3HAK CUCTEMHOTO aMIJION/03a,
KOTOPBII BCTpeYaeTcst IPAaKTUIeCKy ¥ BCeX OOIbHBIX
¢ AA- u AL-amunonposom. Ilopaxkenue nedeHu Tax-
xe Habmoaetcs mpu AA- u AL-Tumax aMmnionzgosa.
TlopaskeHne ceppmia pasBMBaeTCA Y MOJABIAIONIETO
60/1bIIMHCTBA OONBHBIX AL-aMMIonm030M, HO He Xa-
pakTepHo st AA-amumonsosa [1].

B mpomecce 3HaKOMCTBa C aHAMHE30M, pe3yJIb-
TaTaMy KJIMHUYECKNUX 006CIeJOBaHNIT IPUYNH IS
BTOPMYHOTO AaMUION/03a BhIBIEHO He 65110 (1C-
KJTIOYeHbI XPOHIMYECKVIe BOCTIATNTEIbHBIE I Ay TOBOC-
MajnnTeabHble 3a00IeBaHM, XPOHMYECKIIe HaTHOe-
HUA, 37I0Ka4eCTBEHHbIE OIlyXo/n). B mepByto ouepenn
npepnosnaraaca cucreMubiit AL-amunonpos. Cpegn
TUNMYHBIX KIVMHUYECKUX MPOSABICHUI CICTEMHOTO
AL-aMunonyi03a y naljueHTKM MMETIN MeCTO: CEpAeYHasL
HeJIOCTaTOYHOCTb, PeCTPUKTUBHOE yTONIIeHNe Cepiey-
HOJI CTEeHKM; HapyLIeHN s IPOBOAMMOCTH, HeppoTude-
CKMIT CUHJIPOM, TTOYeYHasl HeJJOCTATOYHOCTD; IeraTo-
Merasnus 6e3 0coObIX AeeKTOB Py BUSYaNN3ALUIN.

Ha OKT'y manmeHTKM He 0TMeYaoCch XapaKTepHOTO
IJIS1 aMUJION/I032a CepAlla IIpM3HaKa, KaK CHYDKeHIe
BO/bTaXka 3y6110B. OTHAKO OTCYTCTBUE STOTO IPU-
3HaKa He MCKJII0YaeT AMarHo3 aMmiIonfosa cepaua [2].

ITpu cucremuom AL-amunongose nopaxeHue sxe-
JIyKa, JBeHaJLaTUIIePCTHONM KUIIKY, KUIIeYHMKA MO-
XKeT 6bITh 6€CCUMIITOMHBIM, 1100 XapaKTePU30BaThCs
U3DBA3BICHUAMU 1 IIeppopalueil X CTEHOK, 00CTPYK-
IVIel M3-3a OTIOXKEHMI aMUIOMHBIX MacC C pa3Bu-
THEeM KUIIeYHOI HempoxoauMocTu [6]. BosmoxxHo,
Ha/lM4ue sA3BeHHOro fleeKTa BEeHa[LaTUIIEPCTHOM
KMIIKY y 6O/IbHOI ObITI0 00YCTIOBIEHO aMU/IOV/JHBIM
Topa)keHMeM OpraHa, OfHAKO MOATBEPANTD TUCTONO-
TMYeCK IOpa’keHne TOHKOJ KMIIKM He Ya/0Ch 0
TeXHMYIECKUM IPUIMHAM.

V nmanneHTKM HEOTHOKPATHO BBISBIISA/ICS TPOMOOIIN-
TO3, YTO MOTJIO CBUIETENbCTBOBATD O TUIIOCII/IEH3ME

3aKknwyeHune

BrisiB/ieHME CCTEMHOTO aMMUION/[03a ABISAETCS He-
IIPOCTOI AMATHOCTUYECKON 3a/iadell. 3all003PUTH
aMUJIONIHOE MTOpaXKeHe IIeYeH ) HeOOXOAMMO 1P
Ha/IMYUM BBIPA>KeHHOI TellaToOMeTanny ¥ CUHAPOMa
xojecTtasa. PasHooOpasye KIMHIYECKIX IPU3HAKOB
MHO>XECTBEHHOTO HOpa)KCHI/IH OpFaHOB JOJIJKHO Ha-
CTOPOXXUTDb B OTHOIIEHNM CUCTEMHOCTH IIpoljecca
" He0O6XOAMMOCTY GMONICHY TOPA’KEHHOTO OpraHa
JIA NCKTIYCHN A aMU/IONgo3a. Hp]/[ IIOJIOKUTE/IbHOM
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3a CYeT MaCCUBHOTO OTIOKEHNs aMUJIONA B Celle-
3eHke [6].

TaknuM 06pa3oM, KIMHNYECKAs KapTUHA CUCTEM-
HOTO aMMJION/03a B JAaHHOM KJIMHNYeCKOM HabIIofie-
HJM HaYa/1ach C IIOPa>KeH s CEPALA € IOCTeAYIOMNM
BOBJ/IeUEHNEM B IIPOLIECC MTeYeH, TOYeK I JPYIUX
OpTaHOB.

JIMarHOCTMKa aMMIONA03a OCHOBBIBAETCSA Ha
pesynbTaTax MOpdOTOrN4IecKOro MCCaefOBaHNUA.
OKOHYaTeIbHbIN AVaTHO3 YCTAHABINMBAIOT IIPYU BBI-
SIBJIEHNY KOHTOQMIBHBIX MacC, 00/IafalomnX CII0-
COOHOCTBIO K SI67I0YHO-3€/IEHOMY HJIN >KETITOBATOMY
CBeYeHUIO B NOsApu30BaHHOM cBeTe [1]. [TannenTke
OblTa IIpOBefieHa OMOIICH IIeYeHH, [0 Pe3yIbTaTaM
KOTOPOJT aMIJION 03 IIeYeHMU OBbII TOATBEPKIEH.

Hanb6onee a¢ppexTMBHBIM METOIOM TUIIMPOBAHNUSA
aMIJIONTA SIBJISIETCS MMMYHOTMCTOXMMIIECKOe JIC-
cnepgoBaHue (1], KoTopoe 6bLIO IIPOBEIeHO, BBIsSBIEHA
BBIpa)KeHHasI 9KCIIpeccus erkolt meny Lambda. AA-
n ATTR- amuony03 6s1n ncknodeHsl. [lapanienbHo
IPOBOJVIINCDH MCCTIEJOBAHNA I UCKIIOUEHMS MUe-
JIOMHOII 6071e3HN.

AL-aMUIONA03 XapaKTepu3yeTcsi HeIIPEePEIBHO
IPOTPeCCUPYIOLIM TedeHIIeM, IPOTHO3 3a00/IeBa I
3aBICUT OT CTaA1M 3a00/IeBAHIIS, CTEIIEH BOBIEYEHIS
OpTaHOB-MMLICHEl!, HAIM4Ms COIYTCTBYIOLIel IaTo-
norun [2]. B cpegHeM MeiMaHa BBDKMBAeMOCTH IIPK
AL- aMuionpose oT IOCTAaHOBKYU IMarHO3a COCTABIIACT
3 rofa, 9TOT CPOK YMEHBIIAETCs {0 1 Tofa mpu KInHI-
YeCKJ 3HAYMMOM BOB/IEYeHN I MIOKapaa [5].

Ilenpio Tepamumu n1060ro TUIa aMUIOUAO3a
CIIY)XUT yMeHbIIeHJe KONMYeCTBa UK YHaleHue
0eTKOB-IIPe/IIeCTBeHHUKOB C LIe/IbI0 3aMeITUTD MIN
HIPMOCTAaHOBUTH IIporpeccupoBanme 6onesnu. Ipu
AL-aMMI01103€ OCHOBHOII LIeIbI0 CITY>KUT IIOfIaBIIe-
HIte posudeparyy KIoHa IIa3MaTIIeCKIX KIETOK
[/151 yMEHBLUICHN S IPOLY KNI JIETKUX LjeTIelf UMMYHO-
[100Y/IMHOB. B cBsA3M € GBICTPBIM IIPOTpeccupOBaHIeM
3a00/IeBaHMs Ba)KHOE 3HaYCHNE MIMeeT PYMEeHeHue
OBICTPOJICICTBYIOIMX CXeM JIeUeHUs Ha OCHOBe 60p-
TesoMuba. B HacrosAmee BpeMsa KpoMe Ha3HAYeHNA
BBICOKOJ[030BOII XMIMIIOTePAIINY [IPe/IaraeTCs IpoBe-
IeHIe ay TOTIOrMYeCKOll TPAaHCIIAHTAIINI CTBOIOBBIX
K1eToK [1].

[TanneHTKe TPOBOAMUIACH IIOMUXUMUOTEPATINS
COTTIACHO K/IMHMYECKUM PeKOMEHIALMAM, OJfHAKO
MacCUBHOE, CHCTEMHOE II0pakeHle OPTaHOB, II03]I-
Hee Ha3HAYeHIE TEPANNIL IIPUBENN K OBICTPOMY IIPO-
TPeCCHPOBAHNIO 3a00/IeBAHNS I HEO/IATOIPUSATHOMY
UCXOLY.

pesynbraTe MOP(HOIOrM4eCcKOTO NCCIeOBAHNA BbI-
MIO/IHAETCS TUNMPOBAHNE aMIIONTA METOLAMM VM-
myHoructoxumun. Takum o6pasom, 3HaHME FacTPO-
9HTEPOJIOTUYECKUX Vi IPYTUX CUCTEMHBIX IPOSBICHNIA,
QITOPUTMOB JIIaTHOCTIKY 3a00/IeBaHM I HEOOXOAVMMBI
IJIS1 CBOEBPEMEHHOTO BBIAB/ICHN S TaKUX ITAIlIEHTOB
C e/IbI0 CKOPeNIIero Ha3HauyeHU s UM COBPEMEHHO
XMMMOTEPANNNU ¥ YBeINIeHNA TPOLO/IKUTETbHOCTI
SKU3HU 60bHBIX AL-aMuUIongo3om.
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To article

Liver involvement in systemic AL amyloidosis: a clinical observation (p. 229-235)

PucyHok 1. lpaHNLbI NeYeHn Npy 06bEKTUBHOM OCMOTPe
Figure 1. Boundaries of the liver on objective examination
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PucyHok 2.

Figure 2.

PucyHok 3.

Figure 3.

PucyHok 4.

Figure 4.

PucyHok 5.

Figure 5.

Amunnongo3s neyenun. MaccusHoe
OT/IOXKEHNE FOMOTeHHOT0 CNnabo- 30-
31HOPUNBbHOTO MaTepuana. lemaTok-
CUNNH 1 303UH, X100

Amyloidosis of the liver. Massive
deposition of homogeneous weakly
eosinophilic material. Hematoxylin
and eosin, X100

Amunnongo3s neyenun. MaccusHoe
0TNnoXeHre KOHro-no3ntTmBHoro ro-
MOreHHOro matepuana. KoHro-kpac-
HbIiA, X100

Amyloidosis of the liver. Massive
deposition of Congo-positive homo-
geneous material. Congo Red, X100

Amunnongo3s neyenu. pkasa akcnpec-
A nerkon yenn Lambda B yyactkax
oTnoxeHna amunounga. immyHo-
dnoopecLieHTHOe nccnejoBaHne Ha
06paboTaHHbIX NPOHa30ii napadu-
HOBbIX cpe3ax; X100

Amyloidosis of the liver. Strong
expression of Lambda light chain in
amyloid. Immunofluorescence on
pronase-digested paraffin sections;
X100

Amunongos nevenu. KpacHoe
cBeyeHe amunonga. ImmyHo-
dnoopecLeHTHOe UccnefoBaHne
OKpacKu KoHro-KpacHbIM ¢ KpacHbIM
dunbTpom (Texas Red), X100

Amyloidosis of the liver. Red lumines-
cence of amyloid. Immunofluores-
cence of Congo red stain with Texas
Red filter, x100
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