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Pesrome.

[epBUYHBIN aMUIIONI03 XapPAKTEPHU3YETCS PA3HOOOPA3HOM KIIMHHYCCKON KAPTHHOM, HO MPEUMYIICCTBEHHO MTPOUCXOIUT
MOopakeHHE MOYeK U cepana. J(e0roTupoBaHNe MaTOIOTHHA MOYKET MACKUPOBATHCS O] HAYAIBHBIC TPOSBICHUS JAPYTUX
3a00JICBaHUI, B CBSI3M C 3TUM MAIMCHTHI OOPAIIAIOTCS K CICIHATICTaM Pa3HBIX Mpoduied (Tepanesry, KapAuoIory U
Iip.), & HE K PEBMATOJIOTY, B KOMITIETCHIIMU KOTOPOTO HAXOMSATCS TUATHOCTUKA M JICYCHHUE TaHHOTO 3a00JICBaHUS.

B naHHOI cTaThe MPUBEACH aHAIH3 KIMHUYCCKOTO CITydasl MEePBHYHOrO aMmionno3a (AL-THIT) ¢ mperMyIeCTBEHHBIM
MOpaKEHUEM TI0YCK, CEP/ILa U IIUTOBUIHOM JKee3bl y KEHIIMHBI 66 JIeT. Y TaHHOH NallMeHTKH HaOII0IaNIach XapakTep-
Has JUIs aMHIJIOWJI03a KJIIMHUKA W M3MCHCHHS IMPH JIA00PaTOPHO-UHCTPYMEHTAIBHBIX METOAax HccienoBanus. OqHaKo
JIUATHOCTUYCCKHUIA OUCK OBLI OCIIOKHEH MAaCKHPOBKOM MOPaKCHHS CEPALA IO TUIICPTOHNYCCKYIO KapIUOMHUOIATHUIO,
YTO MPUBENIO K OMIMOOYHOMY MPEATOIIOKCHUIO O HAIMYUU aCCOLMUPOBAHHOTO C MHOXXCCTBCHHOW MHUEIIOMOI BapuaHTa
aMUIION]103a BCIICICTBHE MMEIOIIUXCS MpU3HAKoB Hedponaruu. CBOEBPEMEHHAs IMOCTAHOBKA JIMArHO3a U HAa3HAYCHUC
PAIMOHAJIFHOTO JICUCHHS MIPUBEIH K CHIDKCHHIO aKTUBHOCTH ITATOJIOTHYECKOTO MPOIecca M CTAOMIM3AIUU COCTOSHUS
MAIMCHTKY.

CnoXHOCTh TUATHOCTUYECKOIO IMTOUCKA B JAHHOM KIIMHUYECKOM CIIydac yKa3blBaeT HA HEOOXOAMMOCTH MOBBIIICHHOTO
BHUMAaHHUS MPAKTHKYIOIIUX Bpadel, TpeOyeT MPOBEICHUS HHIUBUIYaIbHOTO MOAX0/A K BEACHUIO KaXIOTO MALUEHTA C
LETBI0 MUHUMHU3UPOBAHUS YCTAHOBICHHS OIIMOOYHOTO JUATHO3a M YMCHBIICHUS 00beMa JOMOJHHUTEIBHBIX METOOB
o0cienoBaHus.

Knrouegvie cnosa: AL-amunouoos, nepeuuneiii amMuiouoo03, pecmpukmueHas KapouoOMuonamus.

Abstract.

Primary amyloidosis is characterized by a varied clinical picture, but predominantly affects the kidneys and the heart. The
debut of this pathology can be disguised as the initial manifestations of other diseases, in connection with this, patients
see specialists of various profiles (a therapist, a cardiologist, etc.), and not a rheumatologist, whose competence is the
diagnosis and treatment of the disease.

This article presents the analysis of a clinical case of primary amyloidosis (AL type) with predominant damage to
the kidneys, the heart and thyroid gland in a 66-year-old woman. This patient had a clinical picture characteristic of
amyloidosis and changes while using laboratory and instrumental investigation methods. However, the diagnostic
search was complicated by cardiac damage masking itself as hypertensive cardiomyopathy, which led to the erroneous
assumption of the presence of a variant of amyloidosis associated with multiple myeloma due to the existing signs of
nephropathy. Timely diagnosis and administration of rational treatment resulted in a decrease of the pathological process
activity and stabilization of the patient’s condition.

The complexity of the diagnostic search in this clinical case indicates the need for increased attention of practicing
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physicians and requires an individual approach to the management of each patient in order to minimize making an
erroneous diagnosis and reducing the volume of additional examination methods.
Keywords: AL amyloidosis, primary amyloidosis, restrictive cardiomyopathy.

BBepgeHue

Amunonio3 — rpymma 3a00oieBaHui, XapaKTepH-
3YIOIIUXCS MTPU3HAKAMH OTIIOKEHUS 1 HAKOTLICHUS B
TKaHSIX U OpTaHax opraHm3Ma GUOPHILIIPHOTO TIH-
komporeuaa — amuwiouaa [1]. O1o GUOpHILISpHBIMA
6enok, cocrosamuii u3 F u P koMnoHeHTOB. AMUIIO-
uaoo6macTsl (MIa3MOIUTHI, GUOPOOIACTHI) MPOLyLHU-
pytot F-xommnoHeHT (GpuOpHILI, KOTOPBIH CBSI3bIBACT-
Cs C TIMKONPOTeHIaMu Tuia3Mbl (P-koMIoHEHT), u
MPOUCXOANT 00pa3oBaHue aMmwiIonaa. Ero otmmanem
OT CTPOMANTbHBIX (UOPHIUIAPHBIX OEJNKOB SIBISICT-
Csl CLIOCOOHOCTH K JIBOWHOMY ITy4elpPEeIOMIICHUIO U
JUXPOU3M, YTO BBISBISCTCS OKPACKOH MpenaparoB
KOHT'0-KpacHBIM [2].

3a0oneBaHne  XapakTepuU3yeTcss OOUMIMPHBIM
CIEKTPOM 3THOJIOTHYECKHX (haKTOpPOB, Cpelu KOTO-
PBIX BaXXHYIO POJIb WTPaeT CKIOHHOCTH K 00pazo-
BaHUIO HECTAOWJIBHBIX OEIIKOB-IIPENIIeCTBEHHUKOB,
M3 KOTOpPBIX Oyaronmapsi arperanuul (hopMHUPYHOTCS
amuiouneie GuOpmiLIel. IMerorcs pasHbie GopMBI
Y BapHaHThI aMUJIOU103a U ISl KaXKI0H XapaKTepeH
CBO# 0COOBIH OCIIOK-TIPENIICCTBEHHHUK.

AMUIIONI03 MOXKET pa3BHUBAThCS KaK IEepBUY-
HEIH (de novo) WM BTOPHWYHBIN, NMPH Pa3TAIHBIX
MHQEKIMOHHBIX, BOCHAIMTEIEHBIX WIA 3JI0Kade-
CTBCHHBIX 3a00JeBaHUsAX. [IepBUYHBIN aMHIIOHI03
BCTpeYaeTcs y JIUI 000HX TOJIOB MPHU COOTHOIICHUU
MYKYMH M KEHITUH 2:1 ¥ MUKOBBIX MPOSIBICHUSIX B
Bo3pacte ot 60 10 67 net [3].

AL-amuionio3 sBIsieTcs KIACCHYECKUM IPH-
MEpOM TIEPBUYHOTO aMHIIOW]I03a, B KauyecTBe Oe-
Ka-TIpe/IIIeCTBEHHUKA UMeeT A (J1siMO1a) U K (karma)
— NErKve 1eny UMMYHOTIJIOOYJIHHOB, MO 3THOJOTHH
MOJKET OBITh MIMOMATHYECKUHA WU aCCOIUHPOBAH-
HBIH C TIa3MOKJIETOUHBIMH JAUCKPA3UIMHU (MUEIOM-
Hasg 0O0JIe3Hb, MakKpormoOyaMHeMusi BambaeHcTpe-
Ma), BCTpEYaeTcs ¢ 4acToTor oT 5 10 12 yenoBek Ha
1 muH B rox [4]. [lns nanHO# (OpMBI aMUIIONI032
XapakTepHa HauOoJiee SApKas W TsHKeNas KIHMHUYC-
CKasi KapTHHA C TeHepalln3alrel MaToIOrHYeCcKoro
mporiecca, TSDKECTh Ipoliecca OMpeAemsieTcs] CTe-
TICHBIO BOBJICUCHUS B HETO OPTaHOB M CHCTEM [5].
HaubGonee uacto npu AL-amuionio3e mopaxaroTcs
MOYKH, CEpIEYHO-COCYINCTas CHCTEMa M pecIupa-
TOPHBIN TPAKT [6].

Benmymum npusHakoMm nipu naHHOW (dopme 3a-
OoeBaHUs SIBISIETCS MOPAKCHHE IIOYEK I10 THILY
aMmuionHo Hedpomnarnu (otmedaercs y 80-90%
MAIeHTOB), KOTOpas, KaK IPaBHJIO, TPOSBIAETCS
W30JIMPOBAaHHON TPOTEMHYPHEH C NPOTPECCHPYIO-
UM TeYeHHUEM [7]. YIbTpa3ByKOBbIC MPU3HAKH IO-
paXeHusl MOoYeK — HaONIOAAaeTCs WX 3HAYUTEIHLHOCS
yBeNU4YeHHe (B TOM YHCIIe ¥ Ha CTAJAUN XPOHUIECKOM
nmouedHoit Hemocrarounoctu (XIIH)), 6e3 derkoro
paszaeneHus MapeHXUMbl Ha KOPKOBBIA M MeIyJUIsAp-
HBIH cion, B 10% ciiydaeB MOXKET OTMEUaThCsl apTe-
PHOIIOCKIIEPO3a U/MITH OKKITIO3UH TIOUEYHBIX COCYZ0B
aMWIOUIHBIMH MacCaMH C TIPOSIBICHUSMH B BHJIC
04aroBo# arpouu KOpbI C HEPOBHOCTHIO KOHTYPOB
MOYeK Ha KapTHHE YABTPA3BYKOBOTO HCCIIEIOBAaHUS
(Y3N) [8]. IlopakeHue cepama XapaKTepHU3yeTCs
3aMeIeHEeM MHUOKap/a aMIUIOMTHBIMA MacCaMU C
Pa3BUTHEM PECTPUKTHBHON KapIHOIMATUH, KOTOPAas
KIIMHUYECKH MOKET JeOI0THPOBaTh OBICTpONpOrpec-
CHUPYIOLIEH CepJIEYHON HEJOCTATOYHOCTHIO U Hapy-
[ICHUSMH PUTMA U MIPOBOIUMOCTH (TIO THUIY MepIia-
TEJIbHOW apUTMUH, HAJDKETYA0YKOBOM TaxXxUKapJuu,
Onmokan v T.71.). AMWIOHUTHAS KapINOMHUOTIATHUS JHa-
THOCTHPYETCS C TOMOIIBIO 3JIEeKTpoKapAnorpaduu
(OKTI') (cHmkeHuWe BoOJbTaXKa 3yOIIOB KOMILIEKCA
QRS) u sxoxapauorpaduu (3xoKI') (yromiieHue
CTEHOK JKEJTyJJOYKOB, AUJIATALINS MIPEICEPIri, YTOI-
[ICHNE KJIAllaHOB C PETYPTUTAIUe, BHIIIOT B MOJIO-
CTH TIEpUKapna, MPHU3HAKU PECTPUKTUBHOTO THIIA
auactonnieckoi aucyHkuuu muokapaa) [4]. lo-
paxeHue bIXaTeIbHON CHCTEMBI KaK MPaBUIIO MPO-
TEKAET ¢ MAJIOBBIPAKEHHOW KIIMHUKOI: B Ka4ecTBE
paHHHUX TPU3HAKOB MOXXET OBITh OXPHUIUIOCTh M H3-
MEHEHHUE TeMOpa royoca, OfbIIIKa U Kalllelb PH OT-
JIOKEHUW aMHUJION]Ia B ATbBEOJISIPHBIX IIEPETOPOJIKAX
[6]. Cpenu opraHOB >KEITyIOYHO-KUIIEYHOTO TpaKTa
(KKT) nanbonee 4acTb mopaxkaeTcsl IEUYEHb C ee
YBEIMYEHHEM W TIOBBIIICHHEM B OMOXHMHYECKOM
aHaM3e KPOBU YPOBHS Y-TIIOTaMUIIENTHAA3H U
meouHoit pocdarasel, MOKET OBITH B BHIIE TSKE-
JIOW TemaTOMETallii C BBIPAKESHHBIM XOJIECTA30M.
[lopakeHne HEpBHOW CHCTEMBI pPa3BHBAETCS II0
TUIY NeprudepruiecKkoil HEHPOaTHH U BEreTaTUBHON
muchyaknun. st AL-amunonmo3a XxapakTepHO TI0-
pakeHHe KOXXH 110 TUIy MMapaopOUTaIbHBIX TeMOp-
parmii. B penkux ciydasx MOXET OBITh IMOpakeHHE
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OIIOPHO-/IBUTATEILHOTO ~ amnmapara, JHIOKPHHHBIX
JKee3 (Jarre MUTOBUIHOM skene3s) [1].

JJi1 TOCTaHOBKHM UarHo3a «AMHIIOUIO3» Be-
OYUIUM KPUTEPUEM SIBISIETCA BBIBICHHE KOHTO-
¢UIBHBIX Macc, OONaJaoOUIMX CIIOCOOHOCTBIO K
SIOJIOYHO-3€JICHOMY WJIM KEITOBATOMY CBCUCHHIO B
MOJITPU30BAHHOM CBETE MPH THCTOJIOTHYESCKOM HC-
CIIeZIOBaHUM OWONTAaTa CIU3UCTONW OOOJOYKH IOY-
Ku (BBISIBJIEHHE aMmiionaa — npaktudeckd B 100%
ciaydaeB). O0s3aTeTbHO TTPOBEICHUE THUITHPOBAHIS
C YCTaHOBJICHMEM THWIIA BapHaHTa OCHOBHOTO (hu-
OpWILISIPHOTO OENKa aMUJION/Ia ¥ KIIMHHYECKOTO Ba-
puaHTa aMUIOUA03a JUIS OTpEACICHHS JalbHEUIIICH
TepaneBTHICCKONH TaKTUKH. C ATOU HEIBI0 MCIIONb-
3yIOT MMMYHOTHCTOXMMHYECKOE HCCIIEIOBAaHUE C
MIPUMEHEHUEM aHTHUCHIBOPOTOK K OCHOBHBIM THITAM
aMWIONIHOTO Oenka (crienuUYecKue aHTUTelNa
MTPOTHB JISTKUX IeTIe UMMYHOTIIOOYTHHOB) [9].

Taxoke, ¢ IIeNBI0 BBISBIICHUS/UCKIFOUCHYSI CBS3H
C MHOXECTBEHHOM MHUEIOMOW U JPYTMMH ILIa3Mo-
IUTAPHBIMHA TUCKPA3USMH JJIsl yCTAHOBJICHUS THIIA
AL-amuono3a HeOOXOIMMO TIPOBEACHHE TPETIAHO-
Ouorcuu kKocTHOro Mosra [10].

[lpu Hammcanwu crarbu OBUIA HCIIONB30BaHA
MEIMIIMHCKAs JTOKYMEHTAus (MCTOPHUS OOJIC3HM)
Hedposoruueckoro otaeiacHus ['6Y3 PM «Mopaos-
CKasi peciryOIMKaHCKas IIEHTpalbHAas KIMHUYECKas
ooipaUIAY T. CapaHcka, Poccuiickas Denepartusi.

KnuHunyecknin cny4vamn

[Nammentka H., 1957 rp., ctpanaer aprepuaisb-
HOM TUIEepTEH3UEN ¢ MaKCHMAJIbHBIM TIOJTEMOM ap-
TepuanbHoro aasieHusa (A1) mo 150/90 Mm.pT.cT. 1
MEPUOANIECKUMH TIPUCTYIIAMHU YYaIIeHHOTO Cepi-
nebuenus B TeueHue nmocieaaux 10 et B 2019 rony
MPOXOJIUIIA JICYCHUE B THCBHOM CTalMOHApe C Jua-
rHo30oM: «l ureproHnyeckast 0OJIe3Hb 2 CT. PUCK 4.
Kontpomupyemast aprepuaibaas rurieprersus (Al).
l'unieptpodus nesoro xkemynouka (ITDK). IleneBoe
A1 <130-139/80-89 mm pr.cT. ucaunuaemust. Xpo-
HU4eckas cepaeuHas HepocTarouHocTh (XCH) 1 ct.
Oynknuonansuelil  knace (PK) 2. Xponudeckas
oone3np mouek (XBIT) C2 (CxopocTs KIIyOOUKOBOMH
¢unprpanun (CK®) 82 ma/mun)». YxyiiieHue B
CaMOYyBCTBHUU OTMEYAJIOCH ¢ HostOpst 2022 T., Koraa
MOSIBIJTUCH OT€KHW HAa HIKHUX KOHEYHOCTSX, MPEH-
MYIIIECTBEHHO B 00JIACTH TOJICHOCTOITHBIX CYCTaBOB,
CTaJla HapacTaTh OJIBIIIKA TPU (PU3UUECKOM HATrpy3Ke
u ObIcTpolt Xoap0e. [1o MecTy KUTENBLCTBA Y4aCTKO-
BBIM TEpareBTOM OBUIO HAa3HAYEHO JIeueHUE TPUMe-
TazuauHOM 35 MT/CyT 1 BepormmuponoM 100 Mr/cyT,

KOTOPOE HE MPUBENO K JOCTIKECHUIO TUIAHUPYEMOTO
s dexra. [Ipu maboparopHoMm o0OCIETOBAHUH, TIPO-
BEJCHHOM aMOyJIaTOPHO, BBISIBIIEHBI CIIEAYIOLIHE H3-
MEHEHHs: B OOIIeM aHaJlnu3e MOYH - MPOTEHHYPHUU
(3,854 1/1m), B OMOXMMHUYECKOM aHaJM3e KPOBH — Kpe-
aruHUH 67 MxMonb/n. 20.01.2023 Obuta HanpaBieHa
Ha KOHCYJBTaIMI0 He(PoIora, o JaHHBIM 00CIIe/10-
BaHUS BBICTABJICH JUarHo3: XPOHUYECKUN TyOOI0-
uaTepcTrunranbaeii Hepput. XBIT C3A (CKD 45
mir/muH ot 18.01.2023).

CocTosiHME TPOTPECCHBHO YXyALIaJOCh, Ha-
pactaiu cnabocTh, OTEKH, YaCcTOTa MPUCTYIIOB yda-
IIEHHOTO CepALEeONEHHS U OIBIIIKA, B CBA3H C 3THUM
20.01.2023 mammeHTKa OOpaTHiIach B IPHEMHOE
otnencHrne MOpPIOBCKON PpeCITyOIMKAHCKOW IICH-
TpaJibHOM KiuHHueckor OonbHuiel (MPIIKB). B
CBSI3M C HAJIMYUEM Y TAIIMCHTKH OTEYHOTO CHHJPO-
Ma, PE3UCTCHTHOTO K Ha3HAYCHHOUW Teparuu, ObLia
TOCIHUTAJIM3UPOBaHa B HE(YPOIOTHUECKOE OTACTICHNE
C TIeNBI0 JalTbHEHIIIero TUarHOCTHIECKOTO MTOMCKA U
JICYSHMSL.

B amamne3e: mepeHeceHHble 3a00JEBAHUA
— OCTpBIE pPECIHUPATOPHBIC BUPYCHBIC WH(EKIMH
(OPBH), xpoHnvecKuii THETOHEPPUT, MPEXOsIIee
HapylIeHHe MO3TOBOrO KpOBOOOpAIlEeHHsS B BepTe-
opobazmsapaoM Oacceitre (2007 T.); HacIeICTBEH-
HbIl aHAMHE3 HE OTATOIICH.

Pe3ynbraTtbl 06eKTUBHOro ob6cnegoBaHusA

[Ipu 0ObEKTUBHOM OOCIICIOBAHMY Ha MOMEHT
TOCIIUTAIM3AIMKA O0IIee COCTOSHUE CpEIHEW CTe-
TIeHN TSDKECTH. B MecTe U BpeMeHn OpHeHTHpPOBaHA
NpaBWIBHO, 0€3 HapyIIeHHsS KOTHUTHBHBIX (YHK-
uuid. IlonoxxeHue axtuBHOE. KOXKHBIE TOKPOBBI U
BUJIMMBIE CITU3UCTHIC OOOJIOYKU YUCTHIE, TTOIKOKHO
- )KUpOBas KJeTyaTka pa3BuTta ymepeHHo. OTeKH ro-
JIeHEeH, JIOOBDKEK, CTOIl, MACTO3HOCTh Bek. Jlumda-
THYECKHE Y3JIbI HE YBEIWYEHBI, 0e300JIe3HCHHBIC.
Kondurypammsi cycraBoB HOpMalbHasi, COCTOSHHE
KOCTHO-MBIIIIEYHON CHCTEMBI B TMpEIeNiaX BO3PacT-
HBIX HOpM. [I[uTOBMIHAS XKeTe3a He yBennYeHa.

OreHKa COCTOSIHUS IbIXaTeIbHOM CHCTEMBL: TIPU
MIEPKYCCUM — SICHBIN JICTOYHBIN 3BYK, ayCKYJIBTATHUB-
HO — JIBIXaHUE BE3WKYIIPHOE, XpHUIIOB HeT. YacTora
Ieixaaus coctapiseT 18 B munyTy. Carypamms 97%.

OneHka COCTOSIHHS CEepAEYHO-COCYAHCTOU CH-
CTEMBI: PUTM CEpIla NPaBUIbHBINA, TOHBI MPHULIY-
mieHsl. [Iynbc ya0BIETBOPUTENBHBIX CBONCTB C Ya-
crotoit 115 ynapoB B MUHYTY. Bepxyiieunsiit ToT4ok
omnpenensiercs B 5 mexpebepbe. [Ipu onpeneneHmm
TpaHull OTHOCUTEJILHON CEepJIeYHON TYNOCTH OTMeE-
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YEHO YBEJIIMYCHHUE PA3MEPOB CEPIIIIA C PACTIOIOKEHH-
€M TpaBoil TpaHHIBI B 4 MeXpeOdepbe Mo TPaBoOMy
Kparo TpyJauHBbI, BEpXHEWN — no BepxHemy kparo III
pebpa, jeBas CMEIIeHa KHapyKu Ha 1 CM OT JIeBOH
CPEIMHHO-KJIFOYUYHON JTHHUU.

Onenka cocrosaus JKXKT: a3bIKk YHCTHIH, BIaX-
HBI{. J)KUBOT npu nayibnanyuu MATKUi, 6e3001e3HeH-
HBIM, y4acTBYeT B akTe JbixaHud. lledeHs y kpas
npaBoit pedeproit ayru. Cene3eHKa He MaIbIHPYeT-
cs1. Ctym 6e3 0COOCHHOCTEH.

OrneHka COCTOSHHUS MOYEBBIICITUTEIBHON CH-
CTeMBI: 00JacTh TIOYEK BU3yallbHO HE HW3MCHCHA.
B monoxeHUn «J1eka» M «CTOS» MOYKH HE MaJbITH-
pytorca. CUMITOM MOKOJa4MBaHMUS IO TIOSCHUYHOM
001acTH OTpHIIATEIHHBIA ¢ 00EUX CTOPOH.

Pesynbrarsl 1a00paTopHBIX U UHCTPYMEHTAIIb-
HBIX METOJIOB MCCIE/IOBAHNS, KOHCYIBTAIINN Bpayucii-
CHCIMATTUCTOR:

1. OOt aHanw3 KpOBH: TEHKOIUTHI —4,3*10°/7,
cermMeHTosiepHBIC — 63,9%, r03mHOGMITH — 2,8%, Oa-
30¢mst — 0,3%, muMbonnTs! — 26,9%, SpUTPOIUTHI
— 4,42*%10'%/n1, remoryiooun — 137 1/, TPOMOOLIUTSI
— 227*10°/n, cpenauii 00beM sputpounta — 91 ¢,
cpenHee o0beMHOE Collep KaHHe TeMOIOONHA B SpHU-
Tpormre — 31,9 NT., cpenHsas KOHIEHTpaIHs TeMoIIo-
6una B spurporute — 347, MOHOIUTEI — 6,1%, COD
— 37 mm/4ac.

2. buoxuMudecKkuii aHajgu3 KPOBH: 00Nl Oe-
70K — 58,7 r/11; GenkoBbie hpakuuu: anbOyMuH — 52%
(28,9 /n), anvdal-rmobynunsl — 5%, anbha2-rioly-
bl — 10%, Geta-roOymunabl — 13%, ramma-rio-
oynuabl — 20%; amannHamuHOTpanchepaza (AJIT)
— 19,1 E/m; acmapraramunorpancgepaza (ACT) —
11 e/n; rroxo3a — 4,45 MMOJIB/JT; OOIIHIA OMITUPYOUH
— 5,1 MKMOIIB/JT; IpAMO# OMITUPYOHH — 0 MKMOJIB/JI;
HenpsiMod OunupyOuH — 5,1 MKMOJNB/I; IIenou-
Has Qocdaraza — 131 E/n; ramma-miroTaMuiITpaH-
crenrruaasa — 25,1 E/m; moueBuHa — 3,8 MMOIIB/II;
MoueBasi Kucjiaora — 257,3 MKMOJbB/JI, KpeaTHHHH
— 74,6 MKMOJIB/JT; XONECTEPUH — 5,4 MMOJIb/JI; TPH-
IUnepuasl — 1,8 MMOJIB/JT; JIMIOPOTEUHBI HU3KOM
mwiotHoctu (JITTHIT) — 3,39 MMone/; TUnonpoTen-
Hbl BeICOKOH tioTHOcTH (JITIBIT) — 1,04 Mmons/m;
KaJuit — 3,3 MMOJIb/iT; HaTpuid 135 MMOJIB/J.

3. Ummynodepmentrbiii ananu3 (MPA) kposu
Ha rermatutel: HCV k Bupycy remarura C, cymmap-
Hele anturena — 0 (orpunarensuo), HBsAg Bupyca
renaruta B — 0 (orpunarensHo).

4. Ananus xpoBu Ha RW: oTpuniatensHo.

5. Ananu3 kpoBu Ha BUY: orpunarensHo.

6. DA xposu: T4 cBoboanbIi — 14,6 TMOIE/IT,
TTI — 1,5 MME/n.

7. AHamu3 KpOBH HAa KHCJIOTHO-IIEIOYHOE
paBHoBecue (KIIIP) mms oreHKM Ta30BO-3JEKTPO-
mutHOTO cocraa Kposu: pH kposu — 7,41; pCO,
(mapumanesHOE JABIICHHWE YITIEKUCIoro rasa) — 50
mmHg; pO, (napuuanbHOE NaBJIEHHE KUCIOPOA) -
56 mmHg; OukapOoHarhl wia3Mel — 31,6 MMOJB/IT;
sO, — 88,5%; narpuii — 134 mMmonb/n; Kanuii — 3,3
MMOJIB/IT; KaJbIuii — 0,94 MMOJIB/II.

8. Koarynorpamma: npOoTpOMOHHOBBIH HHIEKC
— 88%, MexmyHapoqHoe HOPMAalTU30BaHHOE OTHO-
menue (MHO) — 1,24; akTHBUpOBaHHOE YaCTUYHOE
TpomOoractuaoBoe BpeMs (AUTB) — 32,9 cek.

9. O0Ommit aHaMM3 MOYM: MBET — KENTHIN, PO-
3padHOCTh — cJIab0 MyTHas, peakuus — Kucjas,
yaenbHbli Bec — 1,020, 0enok (KOJIMYECTBEHHBIH) —
2,00 r/n, iockuii sruTennii — 1 B 11/3, T€HKOIUTEI
— 150 B 11/3, >puTpOLUTH U3MEHEHHBIE — §-12 B 11/3,
3PUTPOLUTEI HEU3MEHEHHBIE - 10.

10. CytouHnast motepst Oenka ¢ MOUOii: 00beM
cyrounoit Moun — 1400 mi1; cyTouHas motepst Oenka
— 5,6 r/cyT.

11. Aramm3 moum Ha Oenok benc-J/[>xonca: Oe-
nok benc-/l>xoHca — 0OHapykeHO.

12. KoHcynpramusi Bpaua-HEBpPOJIOra: IUarHo3
— «JlereneparuBHO-AUCTpOdHUECKOE 3a00NeBaHHE
MO3BOHOYHUKA. BepreOporeHHas XpoHHUYECKas TO-
pakanrus, XxpOHHUECKOE TEUCHHUE).

13. Koncynsramusi Bpada-3HIOKPHUHOJIOTA: JTUa-
THO3 — «¥Y370BOi HeTokchueckuit 300 0-1 ct. DyTu-
peo3. ['unepruiasus eBoi mapamMTOBUIHON >Keje-
3BI».

14. KoHcynpraiys reMarosiora: JaHHBIX 0 MHO-
JKECTBEHHON MHEJIOMe TI0 pe3yJabTaTaM MHUeIorpam-
MBI (ITUTOJIOTUYECKOTO HCCIIEIOBAHUE KIETOK KOCT-
HOTO MO3Ta) HET.

15. Dnexrpokapauorpadus: CHHycoBas —Ta-
xukapauss YCC 115 B MuH. DnekTpuyeckas och
cepaa (O0OC) oTKIOHEHa pe3Ko BiIeBO. biokama
nepeHel BEpXHEW BETBU JIEBOM HOXKKH Iydka ['mca
(IBBJIHIIT"). Cnaboe napactanue 3y01oB R B V1-
V6 oTBeeHUX.

16. 9XO-KI': ynioTHeHHe CTEHOK U KiarmaHa
A0pTHI, HE3HAYUTEIIbHAS PETYPrUTaIlHsl Ha a0pTaib-
HOM, TPUKYCIHJIAJTBHOM W MUTPAJHHOM KaraHax,
HE3HAUNTENbHAS THIEPTPOPUST MEXIKEITyIOIKOBON
MEPETOPOIKH, HE3HAYUTEIFHOE KOJIHMYECTBO KHJIKO-
CTH B TIOJIOCTHU nepukapaa. Hapyimenuii robanbpHoM
Y JIOKaJIbHOHM COKPaTUMOCTH HE BBISBICHO.

17. lleToBoe  OyMIEKCHOE  CKAaHUPOBAHUE
(AC) BeH HIWKHHX KOHEYHOCTEH: MaHHBIX 00
OCTPOM TPOMOO3€ HE BBISIBIICHO.

18. Y31 opraHoB OprONIHOM TOJIOCTH: YIbTpa-
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3BYKOBBIE TPU3HAKU TUPQPY3HBIX H3MEHEHHU MTapeH-
XMMBI TI€YE€HH, XPOHUIECKOTO XOJEIHUCTUTA, YTOJ-
IIEHUS CTEHOK >KETYHOTO Iy3BIPs, CTPYKTYPHBIX
U3MEHEHUM TOJKETYI0YHOMN JKelle3bl 0 TUITY XPOo-
HUYECKOTO MaHKPeaTHTa.

19. Y31 nneBpanbHBIX MOJOCTEN — JaHHBIX O
CBOOOIHOM KUAKOCTU HET.

20. Y3U noyex: npapas mouka — 115*58 mm, ma-
perxumMa 18 MM, KOHTYpBI YeTKHE, POBHBIC, opMa
HE W3MEHEHa, paCIIMpPEeHHE YalleYHO-JIOXaHOYHOH
CHCTEMBI, CPEIHS TPyIIa YalledeK paclIupeHa o0
11 mm, runepaxorenHas ctpykrypa (3,5 Mm) B cpen-
HeHl rpynme yairedek, napaHedpaibHas KieTdarka
0€3 JKUIKOCTHBIX Tpociioek. JleBas mouka — 122*63
MM, mapeHxuma 19 MM, KOHTYpHI YeTKHE, POBHBIE,
(opMa He M3MEHEHa, pacCUIMpPEeHHe YalledHO-JI0Xa-
HOYHOM CHCTEMBI, CpeiHssl IpyIla dYamiedeKk pac-
mupeHa 710 12 MM, napanedpaiibHas KieTyatka 0e3
XKHUIKOCTHBIX TIPOCIIOEK.

21. Pentrenorpadus rpyqHOTO OTAENA IO3BO-
HOYHHKA B JIByX MPOEKIUAX: R-KapTHHA 0CTEOXOH-
Zpo3a rPyIHOTO OTAeIa MO3BOHOYHUKA 3 CT, CHIOHIH-
ne3a 2 CT, MPaBOCTOPOHHETO CKomno3a 1 CT.

22. Y3U muToBUIHON U MapalUTOBUIHBIX Ke-
ne3: Y3 npu3HaKky y371000pa30oBaHus B IPaBOH J0Je
muToBUAHOM xene3nl, TI-RADS 3, yBenuuenue ma-
PAIIUTOBHUTHOM KEJe3bI CIIeBa.

23. IIJIC aopTsl U apTepuii MOYEK: YIUIOTHCHHE
CTEHOK OpIOIIHOTO OoTHena aopThl. JlobaBouHbIe ap-
Tepun o0enx movyek. CreKTpalibHble XapaKTePUCTH-
KU KPOBOTOKa HE U3MECHEHBI.

24. JlmarHoCcTHYECKas CTEpHAIbHAS ITyHKIIHS:
JTAaHHBIE MHUEJIOTPAMMBI — ITYHKTAT KOCTHOTO MO3Tra
YMEpPEHHO-KIIETOUHBIA; TPaHyJIOIUTAPHBI POCTOK
HE3HAYUTENBbHO cyxkeH (55,5%), spurpounTapHbIit
pocTok — 22,3%; MerakapuoUMThl B IBYX Ma3KaX —
20; TpoMOoIUTH 11-23 B CKOTUICHUSX.

25. UpeckoxxHas HeppoOHOIICHS: 3aKITIOUCHUE
THCTOJIOTHYECKOTO MCCIIeTOBAaHU OMOMNTATa MTOYKH —
Awmmtonio3 mouku (AL-amMuionios, 1amMoma — 1enb
+4).

Io pesynbraraM OCHOBHBIX M JONOJTHUTEIBHBIX
METONIOB 00CTIeOBAaHMS BBICTABICH KIMHUYECKUI
JMarHo3:

OcHOBHOI1: [TepBudaHbTI AL-amunonio3
(Lambda mems ++) ¢ mopaxkeHHeM TOYEK, cepira
(mrcMetabonuueckas KapaIuOMUOAUCTPOQUSL, CHHY-
coBas TaxXUKapAus, HapylIeHHE MPOBOJMUMOCTH IO
TUITy ONOKaJbI IepeHel BepXHel BETBHU JICBOI HOX-
ku mmyuka ['uca (IIBBJIHIII)), muTOBUIHOMN SKETIC3BI.

Ocnoxuenust ocHopHoro nuaraosa: XbIT C2A3
(CK® 72,8 mi/MuH).

ComnyrctBytonue 3aboneBanus: Kuctel modek.
T'umepronnueckas 6one3ns 2 cr. puck 4. Konrpo-
mupyemast Al IJDK. IlemeBoe AJ] <130-139/80-89
MM pr.cT. Jucoummaemust. XCH 1 ct. ©K 2. Y3noBoit
HeTokcnueckuid 300 0-1 cT, aytupeos. ['unepmiasus
JIEBOM MapamMTOBUIHON kenes3bl. JlereHepaTus-
HO-AUCTpoduyecKoe 3abolieBaHHE ITO3BOHOYHUKA.
BepreOporennas xpoHu4ecKkasi TOpaKairus, XpoHH-
YECKOE TeUCHHE.

Jlmarxno3 BbICTaBIIeH HA OCHOBAHUH CIIETYFOIINX
KpUTEPHUEB:

1. Ilopaxkenue cepama Mo TUIY aMHWJIOWTHOU
KapIMOMHUOTIATUH, JUATHOCTUICCKUE KPUTEPUH: BBI-
SBIICHIE MHQWIBTPAIMN aMHJIOUIOM B Marepuale,
B3STOM MPH JHIOMHUOKApAUAIBbHOW OHWOICHH WIN
MpPU BBISBICHWH TPU3HAKOB IHCMETA00IHYECKON
KapauomMuonatuu mo pesyisraram I9XO-KC (yron-
IIEHUE CTCHKH JIEBOT'O JKEIYI0UKa U KIIallaHOB CEp/I-
11a C perypruTanuei, BEITIOT B MIOJIOCTH MEPUKapa ¢
MPU3HAKAMHE PECTPUKTUBHOTO THUTIA TUACTOIHYECKON
IuchYHKIMHA MUOKAap/a) B OTCYTCTBHU JPYTUX TPH-
YUH IS Pa3BUTHS MOJOOHBIX U3MEHEHHH 10 THUILY
apTepuarbHON THUIEPTCH3UH U IPYTHX 3a00JICBaHUN
MIPHU YCIIOBUU BBISBIICHUS aMUJIOUA BHECEPIACUHON
noxkanuzanuu [11]. JJoMOMHUTENBHBIM KpUTEPUEM
JUTS TIOCTAaHOBKM JUAarHo3a SIBSIETCS BBISABIICHHE
HapyIIeHUH pUTMa U TPOBOAMMOCTH, XapaKTEPHBIX
JUTSL CEPIEYHOTO aMHJIon03a (KaK MpaBmilo, B BUE
onmoxkan u pubpmuTsmii) [12].

2. TopakeHre MOYEK MO THUITY aMIJIOWAHON He-
(hporarum, KOTOpOE YCTAaHABIMBACTCS, KaK TIPABUIIO, TI0
pe3yibTaTaM He(POOHOIICHH ¢ OKpAIIMBAHHEM THCTO-
JIOTUYECKOTO MaTepraia KOHT'O KPACHBIM 1 BBISIBJICHHEM
aMUJION/IA ITyTEM MUKPOCKOITHH; TS OTIPEeIeIICHNS KITH-
HUYECKOTO BapyaHTa aMUJIONI03a M1 OCHOBHOIO aMUJIO-
UJTHOTO OEJTKa UCTIONB3YFOTCS CHIBOPOTKY C aHTUTEIAMU
K JISTKHM TIETIsIM IMMYHODIT0Oy mHa [ 13].

3. [lopaxkeHne MMTOBUIHON >KEIE3bI 1O THUITY
300a-aMMIIONIa BCTPEYAETCS PelnKo, KakK IMPaBHIIO,
JIUATHOCTHPYETCS C MOMOIIBI0 Y 3-HCCIeOBaHUS C
BEISIBIICHUEM Yy3JI0B, YPOBEHb TOPMOHOB B KPOBU IIPU
9TOM Yallle BCEro B Mpeaesiax HOPMaJbHBIX 3Haue-
HUi (3yTHpeo3) [14].

[locne mocTaHOBKM IMarHo3a Ha3HAY€HO Clie-
Iyrolee JieueHre: MMMYHOCYIIPECCHBHAS Teparus
C UCIIONB30BaHHEM WHruOuTOpa mporeocom bopre-
3omuba (bopammnan) mo cxeme: 3,5 mr Ha 1,4 mu
xnopuna Harpus 0,9% mo 0,8 M n/k — 8 KypcoB Jse-
YeHMST;, TIIOKOKopTHKona [lekcamerasona 20 mr/cyT
B1,2,3,4,9,10,11,12,17, 18, 19,20 u 21 nuu me-
csama; u nuroctarnka Jlelikepana (MeduraH-HaTHB)
6,75 mr/cyT B 1, 2, 3 u 4 1HM MecsTIa.
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[Ipu mpoBeneHnn oneHkH 3GHEKTUBHOCTU Ha-
3HAYCHHOW Tepamuyu OTMEUYCH XOPOILIHil 3PQEKT co
crabunu3aryeil O0Iero COCTOSHHS TAIUEHTKH, C
YMEHbBIIIEHNEM CYOBEKTHBHOW CHMITOMATHKH, CO
CHIDKCHUEM BBIPAKEHHOCTH OTEKOB M HOpMan3a-
e 1ad0paTOpHBIX MMOKa3aTelei.

Ha ceromusmHuii AeHp MallMeHTKA HAXOOUTCS
Ha aMOyJIaTOpHOM HAOJIIONECHUH y Bpada-Hedpoora
B MOJUKJIMHUKE TIO MECTY )KUTEIbCTBA.

O6cyxaeHune

[lepBuunelii AL-amunonno3 xapakTepusyercs
MOpaKeHWEM TPEHMYIIECTBEHHO CEepAlla U IOYeK
C BO3MOXXHOCTBIO BOBJICYCHHSI B IaTOJIOTHYECKUN
MPOIIECC IPYTHX OPTraHOB M CHCTEM (JIETKHE, Kely-
JIOYHO-KMIIIEYHBINA TPaKT, KOXKa, SJIEMEHThl HEPBHOM
CHCTEMBI), UIMEET PEIKYI0 YacTOTy BCTPEUaeMOCTH
[15]. B cBa3u ¢ pasHOOOpa3sueM KUHUYECKOH CHM-
MITOMATHKH U Ja0OPaTOPHO-MHCTPYMEHTAIBHBIX U3-
MEHEHH TpH 3TOM 3a00JI€BaHUHU, BO3MOXHOCTHIO
nebroTa Co CTOPOHBI Pa3HBIX OPTAaHOB M MAaCKHPOB-
KO# o nmpyrue, 6ojiee pacipocTpaHeHHEIE 3a00Ire-
BaHUs, Y MPaKTUKYIONIUX Bpaded 3a4acTyl0 MOTYT
BO3HUKHYTh TPYJHOCTH B IIOCTAHOBKE JMAarHo3a
nepBuyHoro Al-amunonnosa.

Oco0eHHOCTh KIIMHUYECKOW KapTUHBI B TaHHOM
CUTYaIlMH - MAaCKHUPOBKA TIOJ KJIACCUYECKHE IMPOSB-
JICHWS TUTIEPTOHUYECKON OOJIE3HU: PE3YNBTATHI HXO0-
Kapauorpaduu MpH aMUIONI03¢ MOTYT COBIAIaTh
C W3MCHEHUSMH, XapaKTePHBIMU IS TUICPTOHH-
YECKON KapUOMHUOIIATHH, TTO3TOMY 3TH U3MEHCHHUS
MepBOHAYAIBHO OBLIH aCCOIIMMPOBAHBI UMEHHO C T'H-
MEepPTOHNYECKON OO0JIE3HBIO, M MAIUEHTKA B TEUCHHE
10 et mmena nuarnos «l umeproHmueckas 00Je3Hb
2 cr. puck 4. Koutpomupyemas Al TJDK. Ilene-
Boe AJl <130-139/80-89 mm.pt.cT. Jucnunuaemusi.
XCH 1 cr. @K 2. XBII C2 (CKD 82 mu/MUH)».

BriepBeie MbICITE 0 amMHIION03€ BO3HHKIIA MPH
MOSIBIIEHUH Y MAITUEHTKH OTEKOB HA HIDKHUX KOHEU-
HOCTSX, pepaKkTEPHBIX K TEPAITUN BEPOIIITUPOHOM,
BBIDQXXCHHON TPOTEUHYPHH, BBISBICHUH Oeclika
benc-/IxoHca B Moue. B cBsI3U ¢ BOBHUKHOBEHUEM
He(dpomnaTuu ObLIA MPEATIONOKESHA aCCOIUAIIAS AMU-
JION/1032 C MHOXECTBEHHOU MHUEJIOMOM, TaK KaK IpH
nanHOM maroiorum B 50% ciydaeB ne0rOT CBSA3aH
C TOpakeHHEeM TI0YeK: HamOoJiee 4acTo OTMEYaroT
pa3BUTHE MUEIOMHOH TyOynsapHo# Hedponaruu (60-
80% ciryuaes), B 10-12% BorsaBnaror AL-amuion 103
1 B 5-10% ciyuyaeB AuarHoCTUpyeTCst OOJIC3Hb JICTIO-
3UTOB JIETKUX Ieriel [ 16]. [l moaTBepkaeHus 3T0-
ro (axTa MpoBeeHa THAarHOCTHIECKasl CTepHaIbHAS

MYHKIIMSI, HO TI0 JJAHHBIM MHEJIOTPaMMbI HE OTMEYe-
HO MPU3HAKOB MHO>K€CTBEHHOW MHUEIIOMBI.
CrnemyromuM 3TarnoM JIHArHOCTHYECKOTO TIO-
WCKa SBJUTach He(YPOOHUOIICHS ¢ OKpaIlINBaHUEM Ha
aMUIJIOWJ U €T0 THIIMPOBAHUEM, MOCIIE YeTo ObLT BbI-
CTaBJICH OKOHYATEJILHBIN JIMAarHO3.
JAMarHoCcTHYeCKUH TOUCK MOXET OCJIOKHATh-
Csl TaKKE OTCYTCTBHUEM KIIACCHYECKOW KIMHUYECKOMN
KapTUHBI ¥ HATHYHEM TTOPaKEHU OPTaHOB U CHCTEM,
PEIKO BCTPEYArOMINXCS TPU aMHIJIONI03€ (B TAHHOM
clly4yae — opakeHue IUTOBUAHOM sxene3bl) [14].

3akntovyeHue

Takum oOpa3omM, TpeACTaBICHHBIN KIIMHAYE-
CKMHI ciydail emé pa3 MOATBEPKIAET CIOXKHOCTh
MUAarHOCTHKU TepBudHOTO AL-ammmommosza. He-
00XOJIMMO TIOBBINICHHOS BHUMAaHUE MPAKTUYCCKUX
Bpaue, MHIAWBUAYAIbHBIA MOAXO K BEJICHUIO KaXK-
JIOTO TAIUCHTA, UACHTU(UKAIIUS BapUaHTa OOJIC3HH
C TeNIbI0 MHUHUMU3WUPOBAHUS YCTAHOBJIECHHS OIIH-
O6ouyHoro muarHo3a. CBOEBPEMEHHO TOCTABIICHHBIH
JIMATHO3 M PallMOHAIbHAS TepaleBTHIeCKas TAKTHKa
MPUBOAT K CHHXKEHUIO YaCTOTHI OCIIOKHEHUH, yBe-
JUYCHUIO MPOJIOJIKUTEIBHOCTH JKU3HU U YITydllle-
HUIO €€ KaYeCTBa Cpe/ly MalMEHTOB C IaHHBIM MaTO-
JIOTHYECKUM TIPOIIECCOM.
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