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PE3IOME

Llenb ctaTbn. PaccMoTpeTb CNOXHOCTW AWMArHOCTUKM mepBUYHOro Al-amunonposa Ha npumepe KJAWHMYECKOrO Cy4as, mpoaHanu3uposath
OCHOBHbIE 3Tanbl AMAarHOCTUYECKOro NoMCKa CUCTEMHOTO aMUIOUA03a Y NaLMEHTKU C KOMOPOUAHOW naTonorueil.

OCHOBHbIE NONOXKEHUA. Y NOXWUION NALMEHTKM C Xanobamu Ha reHepann3oBaHHbIe OTEKM, OAbILIKY, apTEPUANbHYIO TMNEPTEH3UI0 Ha paHHeM
3Tane AMarHOCTUYECKOro NoucKa NpefnonoXuan cepaeyHblil XxapakTep OTEKOB W 3aCTOMHYI0 CepAevHy0 HeA0CTaToqHOCTb. C yyeToM Hanuyus
MQO4Y€BOro CUHAPOMA, a30TeMUU, TMNONPOTEUHEMUMN, 06Hapy)KeHHbIX npu nepsu4yHOM 06CJ1€,U,OBaHMVI B paI7IOHHOI7I 60J1bHI/IL|,e, nauyneHTKa Obina
HanpasfieHa B Hetponoruyeckoe otaeneHne PecnybnukaHckoil KnMHUYeckoit GonbHULbI MuH3apaBa Pecnybnuku TatapcTas, rae B pesynbrarte
KOMMNIEKCHOTO CTyneHyaToro goobcnefoBaHus 611 BepubuLMpoBaH AnarHo3 AL-aMmnoungo3a ¢ nopaxeHnem noyek, neyeHu, cepaua.
3akntoueHue. NpofeMOHCTPUPOBaHA CNIOXKHOCTb CBOEBPEMEHHOI UArHOCTUKN CUCTEMHOTO aMUNONA03a Ha NPUMEpe YCTaHOBJIEHUA ero auar-
HO3a y MOXMJIOM NaLMEHTKN C KOMOPOUAHOI natonoruei.
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AL-amyloidosis in a Female Patient with a Comorbide Pathology:

Challenges with Diagnosis
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ABSTRACT

Aim. To discuses challenges with diagnosis of primary AL-amyloidosis as exemplified by a case study; to analyse the key steps of diagnostic
search of systemic amyloidosis in a female patient with a comorbidity.

Key points. In an elderly woman complaining of generalised oedema, shortness of breath, arterial hypertension, at an early stage of
diagnostic search, assumptions were made that her oedema was caused by cardiac disorders and that she had congestive heart failure.
Given urinary syndrome, azotemia, hypoproteinaemia diagnosed during an initial examination in a district hospital, the patient was
referred to the Nephrology Department of the Republican Clinical Hospital of the Ministry of Health of the Republic of Tatarstan, where
a comprehensive staged follow-up examination confirmed AL-amyloidosis with kidney,liver, heart involvement.

Conclusion. We have demonstrated challenges with timely diagnosis of systemic amyloidosis as exemplified by a case study in an elderly

patient with a comorbidity.
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BBEJAEHUE

AMUIONA03 OTHOCUTCA K reTeporeHHoil rpynne 3abonesaHuit,
B OCHOBE KOTOPbIX I@XUT MaTonornyeckoe obpasoBaHue, Ha-
KOMMeHWe U OTNOKEHUE aHOManbHbIX GUOPUNNAPHLIX GenkoB
B OpraHax W TKaHsX, 4TO XapaKTepu3yeTCs CUCTEMHOCTbIO Mpo-
ABJIEHUI U MHOTOOOpPa3nNeM KNMHUYECKON KapTUHbI'.

Haunbonee pacnpoctpaHeHHol opmoii amunonposa fBnseTcs
Al-amunoupo3s (AL-A), paseuBatowminca BCre[cTBue niasmoke-
TOYHOIN AMCKPa3nW, NPy KOTOPOW Nnasmatuyeckue Knetku (pexe
B-numdouunTel) NpoayLmMpytoT MOHOKNOHaNbHbIE CBOOOAHbIE Ner-

Kue Leny UMMyHOr06yIMHOB, OTKNaAbIBAIOWMECS B COCTABE aMU-
flonaa B pasnnyHbix opraHax [1]%. 3abonesaemoctb AL-A Ha Tep-
putopun Poccuiickoit Pepepaumnn coctasnset 51-128 cnyyas
Ha 1 MJIH HaceneHus B rofi, OfHAKO MO pe3ynbTatam ayToncui 3ToT
nokasaresb MOXeT ObITb Bbile [2].

Pewatowee 3HayeHMe WMelOT CBOEBpPEMeHHas [AWarHoc-
TUKA aMWUIOMAO3a U BbIIBAEHME €ro MpUUMHBI O Havyana
COOTBETCTBYIOLLE/ Tepanuu W nNpefoTBpalleHUs HeobpaTUMoii
OpraHHoW HeAoCTaTOYHOCTU. AMUNONAO3 MOXET ObiTh 3aN0A03-
peH y NauMEeHTOB C OJHUM WU HECKOJbKUMU U3 CIemyLmnx
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] CLINICAL EXPERIENCE

COCTOsHWI1/3a00N€BaHU: HEOOBACHMMAA MPOTEUHYPUA He-
Lnabetnyeckoro HedpoOTUYECKOTO CMEKTPa; PeCTPUKTUBHASA
KapAMoMUONaTUA UNU MHaYe He 06bACHMMAs 3acTolHas cepaey-
Has HegocTatoyHocTb (CH); noBbiweHHbIA ypoBeHb NT-proBNP
npu OTCYTCTBMM WM3BECTHBIX MEPBUYHbIX 3aboneBaHWii Cepa-
Lia; HeOoObACHWUMBbIN OTEYHbI CMHAPOM, renaTocnieHoMeranus
WA CMHAPOM 3aNACTHOO KaHana; HeoGbACHMMasn nypnypa nnua
UAW Wewn; Makpornoccus?.

KnuHuyeckas kaptuHa AL-A mHorooGpasHa u onpepensetcs
NpenMyLLecTBEHHbIM BOBJIEYEHWEM B NATONOIMYECKMii npouecc
TeX WUAN WUHbIX OpraHoB. KnuHuyeckune nposBneHus, kak npa-
BUNO, HecneunduyHbl 1 3aBUCAT OT CTENeHU NOpaXKeHWUs opra-
HOB-MuweHen. O4HUM U3 CamblX TAXKENbIX NPOABNEHUI ABNAET-
CA nopaKeHue cepaLa, KOTOPoe Ha PaHHWUX CTafuAx NpoTeKaeTt
6eccUMNTOMHO, NPOABASASACH NULWb YTONLEHUEM CTEHKMU JIEBOTO
wenypouka (JIXK) Ha 3xoKI, panee nocteneHHo pa3suBaer-
CA pecTpUKTUBHAA Kappuomuonatus ¢ nporpeccupytoweit CH,
HapyweHuamu putma u nposopumoctu [3] 3IxoKI Bbisnser
KOHLEHTPMYECKOe YTOJILEHNEe CTEHOK XEeNy[0YKOB, yToNleHne
MEXKeNy[04KOBOW neperopofku Gonee 1,98 cM, ymeHblieHWe
o6bema nosocTet CepALa, HEMPONOpLMOHaNbHO 60MbLWOI pas-
Mep NpefcepAunii B CPaBHEHUN C pa3MEpOM KenyAo4yKoB, Ana-
cronnyeckyto puchyHkuuto muokappa JIXK, Bo3moxeH BbInNOT
B NM0J0OCTU NepuKapaa.

AmunounpHas HedponatMa MaHudecTupyeT npoTenHypu-
et (Kak npaBuio, U30NIMPOBAHHOI) W XapaKTepuU3yeTcs Heyk-
JIOHHO TMpPOrpeccupyloWwmnmM TeyeHueMm, BMIOTb [0 Pa3BUTUSA
TAXENoro HedhpoTUYECKOr0 CUHAPOMA. AMWUNOMAO3 MeveHu
COMpPOBOXAAETCA renatomeranueil U MOBbIWEHUEM AKTUBHOC-
TW WenoyHoi doctartasbl B CbIBOPOTKE KpoBu. [eyeHb nioT-
Has, 6e360/1e3HeHHas, C POBHbIM KpaeM, HEpPefKO ruraHTCcKas.
Bo3MOXHO nopaxeHue ceneseHku, CONPOBOXAaloWweecs crnie-
HOMeranuei u runepcnieHnsmom [2].

NmmyHO3neKTpOdope3 U npocToit GenKoBbId 3NeKTpoto-
pe3 HepoCTaTo4YHO 3(eKTUBHbI, MO3TOMY B HACToAlLee BpeMs
NS UCCNe[OBaHMA NpUMEHAETCA MeToh MMMYHO(UKCUpYyIo-
wero 3neKkTpodopesa CbIBOPOTKM KPOBW MAKU MOYM, e BbISB-
NSeTCA cofepkaHue kKanna- u nam6pa-ueneii UMMyHOro6y-
JINHOB U OLEHMBAETCA UX COOTHOWeHMue (K/A). 3HaueHue K/A
meHee 0,3 MoxeT yka3biBaTb Ha Hanuune AL-A. CoBpemeH-
HbIM, HO MeHee AOCTYMHbIM METOAOM TUMWPOBAHWA ABNAETCA
macc-cnekTpomeTpus [3]°. BO3MOXKHO NpUMeHeHKe MeTofa CLMH-
TUrpacum ¢ MEYEHHbIM MOLOM CbIBOPOTOYHBIM P-KOMMOHEHTOM.
Mpv nopo3peHun Ha AL-A pekomeHfyeTca Take NPOM3BOAUTb
TpenaHobMONCHIo KOCTHOTO MO3ra C MOACYETOM MIA3MaTUYeCKUX
KNETOK 1 OKPacKoi NyHKTaTa Ha aMunonas.

AHanu3 KnMHWYecKol KapTWHbI, CEpoaorMyeckue, papuo-
JIOTMYeCcKne MeTodbl MMEKT BCMOMOraTeNbHOe 3HayeHue npu
LMArHOCTMKE aMUIOMA03a U He MOTYT 3aMeHNTb NaTorucToNoru-
YecKoro uccnepoBaHus. buoncus nopaxeHHOro opraHa —
cepaua, NeyeHu, noyek U fp. — ABAAETCA «30J10TbIM CTaHAap-
TomM» W npegnonaraer 100-NpouUEHTHYIO YYBCTBUTENBLHOCTb
u cneumduyHocts [1]7.

OpHako Guoncus MOpaXKeHHOro opraHa 3a4yacTylo CBA3aHa
C TEXHUYECKUMN CNOXHOCTAMU WU MMeeT KNUHWUYeCcKUe orpaHu-
YeHWs: aMUNOUAHble GeNKM MOTYT OTKNAfbiBaTbCA B CTEHKax

COCYAOB, B pe3ynbTate Yero CTEHKM CTAHOBATCA XPYynKUMU
M MOBBIWAETCA PUCK KPOBOM3NUAHMA BO Bpems Guoncuu [4].
370 NpWMBOAMT K MONHOMY OTKasy OT AaHHOro MeToha u/umm
K GMomNCcUM BOBNIEYEHHbIX OPraHOB Ha NO3[HUX CTaausx 3abone-
BaHUSA, KOTA leYeHne MOXKET ObiTb HeadeKTUBHBIM. B KauecTse
nepBoro wara pekomeHpyetcs 6uoncus nepucdepuyecknx Tka-
Hell; CornacHo POCCMNCKUM peKoMeHAauuam, Ans BepuduraLnm
CMUCTEMHOTO aMUNOMUA03a MHGOPMATUBHA BUONCUS NPAMON UK
ABEHAALATMNEPCTHON KULWKMW C 3aXBaTOM MOACAU3NCTOrO cnoss.
YyscTBUTENnbHOCTE Guoncuit KT konebnetcs ot 70 fo 90%;
B YaCTHOCTU, YYBCTBUTENbHOCTb PeKTanbHOW GUONCUM BbICOKA
nsAL-A (B3TOM Cly4ae OHa MOXKET [OCTUTaTh 85%, OfHAKO BaXHO,
4TO OTNIOXEHME aMUIOMUAA B NPAMOIL KMLLIKe Yallue BCEro Npouc-
XOAMUT B MbILEYHOM W MOJCIU3UCTOM CNOE U MOXET ObITb Npo-
NyLEHO, €CIM BUONCUA COREPHKMT TONBKO CM3UCTYIO TKaHb [5])
W NpU HacnepfcTBeHHoi (opme TPAHCTUPETUHOBOTO aMUNOU-
po3a (ATTRv) (81%), HO HWM3Ka AAA TPAHCTUPETUHOBOrO aMM-
nounpo3a «aukoro» tuna (ATTRwt) (50%) [6]. Mo HekoTopbIM
AaHHbIM, pe3ynbTaTbl GMONCUM Masoil CIOHHOI Kenesbl, KoTo-
pyl0 TaKXe OTHOCAT K CKPWUHMHIOBbIM Guoncusm, obnagaioT
BbICOKOIA YyBCTBUTENBHOCTbIO AN1A fUarHocTukn AA-amunonaosa
u AL-A (po 86%) W cemeliHO aMUNOWLHOW NONUHeNpo-
natuu (8o 91%) [5].

B uenom pna [MarHOCTUKM CMCTEMHOTO aMWUNOMAO03a PEeKo-
MEHAYIOTC OUONCUM Manoit CIIOHHOW Kenesbl, MOAKOXHOIO
Xupa. B uccnepoBaHMAX noKasaHO, YTO YyBCTBUTENbHOCTb
6Guoncum NoLKOXHOTO upa coctaBnser 70-90% B [UarHoCTu-
ke AL-A u 67% npu ATTRv; B oTHoweHun ATTRwt ee punarHoc-
TUYEeCKas cneuudUyHOCTb W YYBCTBUTENBHOCTb ObIM BbICO-
kumu (99% wn 91% cooTBeTcTBEHHO). [lOoCTOBEPHOCTL TECTOB
NOBbILIAETCA NPU UX KOMOUHWPOBAHHOM MPUMEHEHUM: KOMOU-
Hauus 6Uoncun KOXM / NOJKOXKHOIO XUpa XUBOTa ¢ BGuoncu-
el CAM3UCTON KUWEYHMKA MOBbLIWAET WX YYBCTBUTENBHOCTb
00 98-100% U1 CHWXaeT BEepOATHOCTb MCKIKYEHUA amunou-
[03a NpU OTpPULATENbHOM pe3ynbTate ofHOro U3 Tectos [7].
NmeeT 3HaueHne 1 06beM B3ATHIX TKAHEN: AOCTOBEPHOCTb 3HAYN-
TeNbHO BO3pacTaeT npyu B3ATUN 06pa3La xupa pasmepom bonee
9x8x8mm [8,9].

Takum 06pa3oM, Npu LUArHOCTUKE aMUION03a OYEHb BaXHA
COBOKYNHOCTb KNMHUYECKON KapTWHbI, 1abOPaTOpHbIX, MHCTPY-
MEHTasIbHbIX M TMCTONANOTUYECKUX AAHHbIX.

Llenb ctatbu: paccMoTpeTb CNOXHOCTU AMArHOCTUKU NepBuY-
Horo AL-aMnnoupo3a Ha npumepe KIMHUYECKOro Cy4as, npoaHa-
JIN31POBaTb OCHOBHbIE 3Tambl AUArHOCTUYECKOrO NOUCKa CUCTEM-
HOTO aMuIoMA03a y NaLMeHTKU C KOMOpPOMAHON naTonorue.

KNMHUYECKUIA CNYYAN

XeHwmHa 75 net noctynuna B OTAeneHune Hedponorum
PecnybnukaHckoil  KnuHWYeckol 6GonbHULE  MuHMcTepcTBa
3apaBooxpaHenus Pecnybauku Tatapcran (TAY3 «PKB M3 PT»)
B anpene 2022 . ¢ *anobamu Ha BbIPAXKEHHYIO OAbIWKY CMe-
WaHHOTO XapaKTepa Npy He3Ha4YMTeNbHO (PU3NYECKOW Harpys-
Ke, BbIpaXKeHHble CUMMETPUYHbIE OTEKU B HUXHeN TpeTu Gepa
W HWKHER 4YacT cnuHel, obulylo cnabocTb, roNOBOKPYXKEHNE,
nepuopmMyeckoe noBblleHNe apTepuanbHoOro Aasnenus (Af)
£o 160/100 mm pT. cT.

3 Jlvicerko (Koznosckas) J1.B., Pamees B.B., Moucees C.B., brazosa 0.B. u dp. KnuHuyeckue pekomeHOayuu no 0uazHOCMuKe U ie4eHuto CUCmemMHo20 amuioudo3a.
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N3 aHamHe3a 3aboneBaHus: B Aekabpe 2021 r. mosBuauUCb
OTEKM Ha Horax, C 3TOr0 BpEMEHW CTana OTMeyaTb OABILKY
npu noBceaHEBHOW Qu3nyecKoit Harpy3ke. B aHBape 2022 r.
Ha npueme y TepaneBTa BnepBble 3a(MKCHPOBAHO MOBbIlLE-
Hue A[l, CyObEKTMBHO NOBbILEHWE [ABNEHWUS He OLlyLiaeT.
lMocTeneHHO nporpeccHpoBany OTEKW W OAbILIKA, B CBA3M C YeM
B MapTe 2022 r. nayuMeHTKa Obiia rocnuTa3npoBaHa B Kapamo-
nornyeckoe otaeneHue paitonHoi LIPB. [iuarno3 npu rocnutanu-
3aumun: «3acToitHasa cepAeyHas He[oCTaTOYHOCTb, JeKoMMeHca-
uma. [1ByXCTOPOHHWI rMapoTopakc. ApTepuanbHas rMnepreH3uns
3 cTaguu, pUcK 4-it». B xoae o6cnefoBaHns BbifBEHbI yBeu-
yeHue nokasateneil MoyeBMHbl Jo 10,3 MMOb/N U KpeaTMHUHA
Lo 165 MKMOnNb/ N, CHUXEHMe ypoBHA obwero 6enka 1o 35,6 r/n
1 Hanuyue moyesoro cuHapoma (OAM: 6enok — 3,7 r/n, aputpo-
untel — 10-12 B n/3p, neitkountsl — 15 B n/3p). BbicTaBneH
ANarHo3 BepoATHOIO XPOHMUYECKOro rnomepynoHedpuTa. B cBA3m
¢ Hea(hheKTMBHOCTbIO NPOBEAEHHON Tepanuu (NpeumyLLecTBeH-
HO AMYPETUYECKOMN) M yXyALEHUEM COCTOSHUS NalueHTKa Obiia
nepesefeHa B Hedponoruyeckoe otaenenune FAY3 «PKB M3 PT».

Mpu dusnkanbHOM 06CNefOBaHUM: BblpaXeHHas cnabocTb,
anatus, reHepann3oBaHHble OTEKW BMJIOTb [O aHACAPKW, aCLMT.
UMT — 32 «kr/m? HesHauutensHoe HabyxaHue BeH LWeU.
MputynneHnme nepkyTOPHOrO 3BYKAa Hapj NErkumu, yBeanyeHue
NeBO rpaHuubl cepgua Ha 15 cm. leyeHb BbicTynaet Ha 15 cm
u3-nof Kpas pebepHoii fyru.

B KNMHWYeCcKOM U GMOXMMUYECKOM aHanu3ax KpoBW: rumo-
XPOMHas aHeMWs Jerkoit CTeneHu TaxecTu (remornobuH —
94 r/n, 3puTpouuTsl — 3,27 x 102 / n), runonpotenHemus (o6wwmi
6enok — 39,4 r/n, anbbymms — 22,0 r/n), azotemus (MoyeBU-
Ha — 13,3 mMonb/n, kKpeaTuHUH — 200 MKMONb/N), CHUXKEHWe
CK® no knupeHcy kpeatuHuHa — 20,4 ma/mMuH/173 Mm% auc-
aunuaemus (obwmit xonectepud — 10,81 mmonb/n, TpUrU-
uepugbl — 4,73 mmons/n, JINBMN — 0,34 mmons/n, INHN —
830 Mmonb/n), miwoko3a — 6,7 MMOMb/N, HE3HAYUTEeNbHOe
yBeNnuyeHue KoHueHtpauum AJIT — 45 Ep/n, noBbilweHne ypos-
Ha CPb — 79 mr/n, BbicOKMe nokasatenn GubpuHoreHa —
709 r/n — u D-gumepa — 1,14 mr/n.

B aHanusax mouu: rematypus, neitkouutypus (aHanu3 no
HeuynnopeHko: neitkountel — 6onee 50 000, apUTPOLUTH —
6onee 9500), Taxenas npotenHypus (9,6 r/cyt).

IKT: cunycosblit putm ¢ YCC 63 yo,/MuH, oTknoHeHue 30C Bneso
(-30°). bnokapa nepefHeit BeTBM NeBOI HOXKM Nyyka M1ca.

Ix0-KC: dpakums Boi6poca no CumncoHy — 61%. Ha momeHT
0CMOTpa JXWAKOCTM B MONOCTU NepuKapaa He onpejenset-
cA. YNNoTHeHWe CTEHOK aopThl, KaNbLWUHO3 CTBOPKM aopTaib-
Horo knanaHa. KoHuUeHTpuyeckas runeptpodua MUOKapAaa
JIXK (vHpekc maccol muokappa JIK — 1425 r/m2) ¢ yMepeHHbIM
yTonueHnem 6GasanbHbiX OTAENIOB MEXKeNyAo4KOBOi nepero-
poaku (11,5 mm). HapylweHune guactonuyeckoit dyHKLAM MUO-
kappa JIXK 1 Tuna. YBenuyeHue nonoctu neBoro npepcepaus.
MuTpanbHas peryprutauus 2 cteneHun. TpukycnupanbHas peryp-
rutauma 1 creneHu. Peryprutaums Ha KnanaHe Nero4yHomn apre-
pun 1 cteneHn. AHeBpU3Ma MeXNpeACcepAHON NeperopoaKy.

Y3W: yBennueHne pa3mepoB W 3XONPU3HAKM Nepunopranb-
HbIX UOPO3HBIX U3MeHeHNiT neyeHun, fuddy3Hble N3MEHeHNUs
napeHxuMmbl noyek. Pazmepbl neBol noykn — 100 x 53 mm,
napeHxuma — 15 mm; npaBoi noykm — 108 x 50 MM, napeH-
xuma — 16 mM. o gaHHbIM 3nactorpadum neyeHu, NoBbiWeHne
)ecTkocTu napenxumsl (F2-3 no wkane Metasup).

OyeBMAHO, YTO Y MALMEHTKM MPUCYTCTBOBANMU BCE NpU3Ha-
KM HedpOTUYECKOr0 CUHAPOMA C TAXENOW NpOoTEeUHypuen.
C y4eTom BO3pacTa nauueHTKW puddepeHunanbHas auarHoc-
TUKa B MEpByl0 ouyepefb Obina HanmpaBleHa Ha MCKIOYeHWe

napaHeomnnacTM4eCcKoro CMHAPOMa, aMuiIona03a u guabetunyec-
Kol HedhponaTtuu.

B pamkax OHKOMOMCKa NpOBeAeHbl Ny4eBble U IHAOCKOMU-
yecKkue UccnefoBaHUs — [aHHbIX, YKa3blBaOIWMX HA OHKOMPO-
Lecc, He BbifBneHO. [oOATBepKAEH MeTaboNUyecKknii CUHAPOM,
1 o6HapyeHa HapylleHHas TONEPaHTHOCTb K MIloKo3e (MuKu-
pOBaHHbI reMornobuH — 6,5%). MpuHUMas BO BHUMaHWe coye-
TaHue He(pOTUYECKOTO CUHLPOMA C rematypueit u neiKouuTy-
pueii, cnefoBano UCKNIOYNTb BTOPUYHBIA XapaKTep rnomepyno-
HedpuTa Ha (OHEe CUCTEMHbIX PeBMATUYeCKUX 3aboneBaHui.
MauueHTKe GblAK NpoBeAeHbl AOMNONHUTENbHbIE UCCNEA0BAHNSA:
BOJIYAHOYHbIN AHTUKOATYNAHT, UMPKYNUPYIOLWME UMMYHHbIE KOM-
NNEKChl, AHTUHYKNEAPHble aHTUTeNa, aHTUTeNa K ABYLenoyeyHoN
OHK IgG, aHTuHeNTpOpUNbHbIE LUTONNA3MATUYECKMNE AHTUTEN],
cymMMapHble aHTuTena Kk kapguonunuty (IgA, IgM, IgG) — otpu-
yarensHbole. OGHapyXeHO MOBLIWEHUE YPOBHA PEBMATOMLHOIO
thakTopa — 256 ME/n.

C uenbio WCKAKOYEHUS CUCTEMHOrO amMUIOMAO3a UCCAeRo-
BaHbl Kanna- M NsamMbaa-uenu MMMyHOMMOOYIMHOB B KPOBU
u moye (6enok beHc-[lxoHca) — pe3ynbTaT OTpULATENbHbIN.
Bvoncua cnmM3ncTon npAMON KUIWKM, BbINONHEHHAA B anpene
2022 r., faHHbIX, YKa3bIBAIOWMX HA aMUION03, HE BbIABUNA.

Takum obpa3om, B xoge obcnenoBaHua no AaHHbIM IxoKI
V NaUMEeHTKM He ObIO BbIABAEHO BbIPAXEHHBIX WU3MEHEHMUIA
MUOKappa, coxpaHsanack dpakuus Bbiopoca JIXK, yTto nosso-
JIUN0 ONPOBEPrHYTb HANpaBUTENbHbLIA AMarHo3 3actoitHon CH.
He o6HapyxeHO NpuUYMH NapaHeonnacTMYeckoro CUHLPOMa,
KIMHWYECKUX M NabopaTopHbIX NPOSIBAEHWU CUCTEMHbIX pEeB-
MaTuyeckux 3abonesaHuit, He BepudULMPOBAH aMUNOMAO3:
OTCYTCTBOBaNW NapanpoTenHbl B KPOBW M MOYE, MOYKM UMenn
HOpManbHbIE pasmepsbl, He Obl0 NPeALEeCcTBOBABIIMX XPOHUYEC-
KWX BOCManuTENbHbIX 3a60J1€BaHNiA, pe3ynbTat buoncuu npsamon
KWUWKM ObIN OTPULLATENBHBIM.

[anbHeMwmnit AnarHOCTUYECKMA NOUCK B pamKax AuddepeH-
LManbHOM ANarHOCTUKM HePOTUYECKOro CUHAPOMA Npefnonaran
nposefieHne He)pobMONCUK, OT KOTOPOIt NALMEHTKA OTKa3anachb.

Ha OCHOBaHWM KNMHMYECKOW KapPTUHbI, A3HHbIX aHaMHe-
33, pe3ynbTaToB 00CNefoBaHWit Obln  BbICTABNEH [MArHO3:
XpoHudeckull  2nomepynoHegpum, Bnepsble  BblABJIEHHbIU.
Hegppomuyeckuli cuHopom. [lapaHeonnacmudeckas Hegpo-
namus? XpoHuyeckas 6one3Hb noyek C4, A3. ApmepuanbHas
eunepmen3us 3 cmaouu, puck 4-. KoHuyeHmpuyeckas aunep-
mpochus n1eso20 enyooyKa, ymepeHHoe YmosujeHue Mexxeny-
doykosoli nepe2opodku. Hapywerue duacmonudeckol QyHKyuu
n1eso2o xenydodka 1 muna. YgenudeHue nofocmu 1e8020 npeo-
cepous. XpoHuyeckas cepOeyHas HedocmamoyHocms 1 cma-
ouu, 2 (yHKYUOHANbHO20 Kaacca. Memabonuyeckul cuHopom,
HapyweHHas monepaHmHocms K awkose. OxupeHue 1 cme-
neHu (UMT — 32 ke/m?). AHemus nezkoli cmeneHu msxecmu
CMeWaHHo20 2eHe3d. HeankozonbHeil cmeamozenamum (F2-3
no anacmomempuu).

B otmeneHwnn Hedponoruu nauueHTKe NPOBOAMNACH AMNETO-
Tepanus, CMMNTOMaTW4YecKas Tepanua HedpOTUYECKOro CUHA-
poma, HedponpoTeKTUBHAA Tepanus; OTMEYEHO YyayylieHue
COCTOSHUA, NPOABNABILEECA B YMEHbIIEHUM OTEKOB, OfbIWIKMY,
CHWXeHun npoTenHypun (Bo 4,5 r/cyt). Hauata Tepanua rio-
KoKopTuKocTepoupamu (nNpefHu3onoH B pose 40 mr/peHs).
MauneHTKa BbINMCAHA B YAOBNETBOPUTENbHOM COCTOSHUM
C Ha3HayeHWEeM NNAHOBON perocnuTanusauuu Ha man 2022 .
ANs oLeHKU 3(pPeKTUBHOCTM NeyeHus.

Mocne BbINUCKW COCTOAHME NALMEHTKU YXYALMNOCH, NoCTe-
MEHHO BHOBb CTanW HapacTaTb OTEKW HA HUIKHUX KOHEYHOCTAX
c obeux cTopoH. lpu NOBTOPHOI rocnuTanuU3ayum obpawano
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Ha cebf BHWUMaHWe HapacTaHue Hed)pOTUYECKOTO CUHAPOMA:
VBENNYUIUCH OTEKM, NPOTeUHYpUs cocTaBnsana 13,50 r/cyT, oTHo-
weHue 6enok/kpeatuHuH — 1,085, 0bwuit 6enoK B CbIBOPOTKE
KpoBn — 41,90 r/n, anbbymud — 19,80 r/n, oblwmit xonecte-
puH — 15,52 mmonb/n, JINHM — 12,47 mmons/n. Mo faHHbIM npo-
TEMHOTPaMMbl BbISIBIEHb U3MEHEHUs BO BCex pakuuax benka:
anbbymms — 50,3%, o,-mMobynnHbl — 6,4%, o,-robynnHb —
26,8%, B,-mobynuHbl — 83%, B,-mobynnHbl — 3,0%, y-moby-
JMHBl — 5,2%, anbOyMUH-rMo6yIMHOBbIN Ko3adduumeHT — 1,01.

B KAMHWYecKOM 1 BMOXMMMYECKOM aHanu3ax KpoBW COXpa-
HANUCb HOPMOXPOMHAs HOpMOLUMTapHas aHemus (remorno-
6uH — 95,0 r/n, aputpountel — 3,32 x 10?2 / i, MCV — 84,9 dn,
MCH — 286 nr), asotemus (MoyeBMHa — 23,40 mmonb/n,
KpeaTuHuH — 178 mkmosnb/n, CK® no knupeHcy KpeaTuHUHa —
22,1 mn/MuH/1,73 M2, kanuit — 3,40 mmonb/n).

BBuay oTCyTCTBMA OTBETA Ha MpEfLECTBYIOLYIO natoreHe-
TUYECKYIO Tepanui NPUHATO pelleHne NepecMoTpeTb AMArHo3
M npoBecTu pJoobcnefoBaHue ANs MCKIKOYEHUS MUESTOMHOM
60N1€3HM U CUCTEMHOTO aMUIOUA03a.

B Muenorpamme npu3HakoB MuenomMHoil 6one3Hu He oGHapy-
)KEHO, nnasmatuyeckue knetkn coctasunm 0,2% (0,1-1,8).

MauneHTke npoBefeHa OGUONCUA TOHKOMO KUIIEYHMKA.
Mo pe3ynbTataMm rMCTONOTMYECKOTO WCCNEAOBAHUA BbISBNEHO
OTNOXEHMEe aMUNIONAA B CTEHKAX Kanuanspos.

C y4yeToM monmyyeHHbIX AAHHbIX OblA BbICTABNEH KIMHUYEC-
Kuit  puarHos: ALl-amunoudo3 ¢ nopaxeHueMm noyYex, neye-
Hu, cepoya. Hegpomuyeckuil cuHOpom msxenold cmeneHu.
XpoHudeckas 6onesHb nodex C4, A3. ApmepuansHas eunep-
meH3us 3 cmaduu, puck 4-U. KoHuyeHmpuyeckas 2unepmpogus
7188020 KeNy004Ka, YMepeHHoe YmOoJeHue MexKenyooyKosol
nepezopodku. Hapywerue duacmonuyeckol @QyHKUUU N1eso2o
Jenyooyka 1 muna. YsenuyeHue nosocmu sego2o npedcepous.
XpoHudeckas cepdeyHas HedocmamoyHocms 1 cmaduu, 2 QyHK-
YuoHanbHo20 Knacca. Memabonuyeckuli cCUHOPOM, HAPYWeEHHAs
monepaHmHocms K 2nokose. OxupeHue 1 cmeneHu (UMT —
32 Kz/M?). AHemus ne2Koli cmeneHu ma)ecmu CMewaHHo20 2eHe-
3a. HeankozonbHbili cmeamozenamum (F2-3 no snacmomempuu,).

HauaTa Tepanus no cxeme neyeHWs NepBUYHOTO amMUIOMA03a
(umknodocdamug, fekcametasoH u 6optesomun6). Tepanus nepe-
Hocunack xopowo. Ha doHe neyeHns oTMeYanoch 3Ha4YuTeNbHOE
YMEHbLUIEHNE OTEKOB, CHUXEHME NPOTenHYpUHn (2,5 r/cyT).

OBCYXXAEHUE

CoBpeMeHHas AnarHoOCTMKa aMUIOMA03a ABNAETCA CTYNeHYaTow.
AHanu3npys npeacTaBneHHbIN KIMHUYECKNIA CNyYal BbIABNEHUA
3TOro 3aboneBaHus y NaLMEHTKU NOXKMUAOTO BO3pacTa C KOMOp-
GupHoit natonorueit, cnefyet o6bpaTUTb 0cob6oe BHUMaHWe
Ha 3Tanbl AMArHOCTMYECKOro Nomcka.

Bknap asTtopos / Contributions

Y Bpaueii MepBUYHOrO 3BEHA HanM4yMe OfbIWKW WU OTEKOB
BbI3BAJIO NpeanonoxeHune o 3actoiHoit CH y nauueHTkm ¢ apte-
puanbHoi runepreH3nen. YuuTeiBaa Haamyne MOYEBOrO CUHA-
poma, a3oTeMUM W TUNONPOTEUHEMUM, NALMEHTKY HanpaBuau
AN [006CNefoBaHUs M YTOYHEHUs AMarHosa B Hetponoru-
yeckoe otaeneHune MAY3 «PKb M3 PT».

06cnefoBaHKe, NpoBefeHHOE B OTAENEHUM Hedponoruu npu
nepBOM roCNUTaNU3auum, BbIABUNO HePOTUYECKUIA CUHLPOM,
aHEMMIO ¥ NO3BOIUIO UCKNIOYUTL 3acToiiHyto CH. JTabopaTopHo-
MHCTPYMEeHTaIbHble UCCNe0BaHUsA NOKa3ann OTCYTCTBUE BTOPUY-
HOro rnomepynoHedputa M nNapaHeonnacTMYeCKOro CUHApPOMa.
BmecTe ¢ TeM y NauMeHTKN C BBICOKOW BEPOATHOCTbIO CUCTEMHO-
ro amunouposa (Noxunoi Bo3pacT, HehpOTUYECKUA CUHAPOM,
HenMabeTUYeCKoe MopaXeHue Nnoyek, MPU3HaKK renatoMeranuy,
KOHUeHTpu4eckas runeptpodus JIK ¢ yronuweHuem 6asanbHbix
OTAe/I0B MEXKEYA0YKOBOW NEepPeropoAKkm, LUactonnyeckas auc-
tyHKuma JIXK [3]) npumeHeHHble MeTOAbl 06CNEeA0BaHNUS, BKIIO-
yaBluMe B cebs MccnefoBaHWe NapanpoTeMHOB B KPOBU U MOYE,
61ONCHio CNM3UCTON NPAMOI KULWKHW, He NO3BOAWIN BEpUDULM-
poBaTb amunougo3s. Hanuume KomopbUAHOW narosoruu B BUAE
MeTaboNMyecKoro cMHapoma (apTepuanbHas runepTeHsus, Hapy-
WeHMe TONePaHTHOCTU K TNIOKO3€e, OUCAUNULEMUS, OXUPEHUE),
HeaNKorosbHOro crtearorenartuta, runeptpodun JIXK Ha doHe
apTepuanbHOi runepTeH3un, xpoHudeckoit CH npuseno k cHuxe-
HUI0 HACTOPOXEHHOCTW B OTHOLWEHUM aMUIOMA03a.

OpHako oTCyTCTBME OTBETA Ha MPOBOAMBLIVIOCH CUMMMTOMA-
TUYECKYl0 U NIOKOKOPTUKOCTEPOUAHYIO Tepanuio, nporpeccu-
poBaHMe maTtofioruyeckoro npouecca (yBenuyeHue npoTenHy-
puUK, NPU3HAKM TaMManaTun peHanbHoro 3HauyeHus) notpebo-
BaAM NPOAOMKEHUA [MArHOCTUYECKOr0 MOMCKA, B TOM uucne
B HanpaBfeHWN CUCTEMHOrO amunougo3a. 3To No3BONWUIO NOA-
TBEPAMUTL aMUOMA03 NPY NOBTOPHOM FrOCNUTANM3aLUK, ONpee-
JINTb €r0 TUM W HauyaTb Tepanuio.

3AKNIIOYEHUE

MpencTaBAeHHbIN KAMHUYECKUIA Cy4all [eMOHCTPUPYET CNOX-
HOCTb CBOEBPEMEHHOW AWArHOCTUKM CUCTEMHOTO ammaoupo3a
M NOLTBEPKAAET, YTO MPUHATbIE METOAbl AMArHOCTUKW amu-
nongo3a — 6MONCUA CAMBUCTON KUWEYHUKAE, onpepeneHune
COMePIKAHUA NETKMX Leneil MMMYHOMMOBYNMHOB, naToforuyec-
KUX NPOTEMHOB — He SBASAIOTCA abCOIIOTHO JOCTOBEPHbLIMU.
Bce meToabl, Kpome GMONCUMM MOPAKEHHOTO OpraHa, UMeT
HeAO0CTATOYHYIO YYyBCTBUTENbHOCTb, YTO MOXKET NPUBECTU K IOXK-
HOOTpULATENbHBIM pe3ysbTaTaM UCCIe0BaHMS.

Hanunuune XaPAKTEPHbIX KNIUHUYECKUX NPU3HAKOB aMUIONao-
33, a TaKXke BO3HUKHOBEHWE HOBbIX MPOSBEHMIA 3TOro 3abone-
BaHMA TpebyloT NpoBeAeHUs [AONONHUTENbHbIX WCCNEA0BaHUIA
1, TPy HEOOXOAMMOCTY, PEBU3UU NpeablayLIero MarHo3a.

Bce aBTOpbl BHECAM CylWECTBEHHbIA BKNAf B MOATOTOBKY CTaTbu, Mpounu W opobpunu duHanbHyl Bepcuio nepep nybaukauuein. Bknap kaxk-
goro u3 asTopoB: Makcygoea A.H. XandwuHa T.H. — KOHCynbTMpOBaHUE, KypuUPOBaHWE MALMEHTKW, aHANN3 KIMHWUYECKUX AaHHblX, paboTa
C INTEepaTypHbLIMU UCTOYHUKAMM, HANWCAHWE TEKCT], YTBEPXKAEHME pyKonucy ans nybaukauuu; Hypynauua .M. — KkypupoBaHue nauneHTKu, aHanus
KJIMHUYECKUX BaHHbIX, paboTa C IUTEPaTypHBIMU UCTOMHUKAMM, HanucaHue TekcTa; Xuguatosa A.®., JleuHa C.M. — c6op KIMHUYECKNUX BaHHBIX,
Gecena c NaLMeHTOM, aHaNM3 JaHHbIX, y4acTMe B HAaNMCaHUM TeKcTa cTaTbu; Mcnamosa .M. — neyeHue naumeHTKu.

All authors made a significant contribution to the preparation of the article, read and approved the final version before publication. Special
contribution: Maksudova, A.N., Khalfina, T.N. — advising, patient management, clinical data analysis, analysis of references, text of the article,
approval of the manuscript for publication; Nurullina, G.I. — patient management, clinical data analysis, analysis of references, text of the article;
Khidiyatova, A.F., Levina, S.M. — collection of clinical data, conversation with the patient, data analysis, participation in writing the text of

the article; Islamova, G.M. — patient management.

KoHdhnukr untepecos / Disclosure
ABTOpr 3asaBNA0T 06 OTCYTCTBUN BO3MOXHbIX KOHCbJ'IVIKTOB MHTEpPECOoB.
The authors declare no conflict of interest.

80 | Doctor.Ru | Vol. 23, No.1 (2024)



KAVMHUUYECKUM OIIbIT |

®uHaHcuposaHue / Funding source
ABTOpbI 3asBNSAIOT 06 OTCYTCTBUM BHEWHETO GUHAHCUPOBAHUA NPU HANUCAHWM CTaTby.
This article was not supported by any external sources of funding.

3tnyeckoe yreepxkaeHue / Ethics approval
WccnepoBaHue npoBoaunoch npu f06poBoibHOM UHPOPMUPOBAHHOM COMNACUM MALMEHTKM.
The study was conducted with the informed consent of the patient.

06 aBTopax / About the authors

Makcynosa Apens HaunesHa / Maksudova, A.N. — npodeccop kacdegpbl rocnutanbHoit Tepanum @rb0Y BO «KasaHckuit TMY» Mun3gpasa Poccum,
4. M. H., npodeccop. 420012, Poccus, Pecnybnuka Tatapctau, r. Kasawb, yn. Bytneposa, g. 49. eLIBRARY.RU SPIN: 2424-7033. https://orcid.
0rg/0000-0003-4237-4695. E-mail: adelyamaksudova@gmail.ru

XancwuHa Tamuna HunosHa / Khalfina, T.N. — K. M. H., accucteHT Kadeapsl rocnutansHoit Tepanun ®T60Y BO «KaszaHckuit TMY» Mun3gpasa Poccuu.
420012, Poccus, Pecnybnuka TatapctaH, 1. Kasatb, yn. bytneposa, . 49. eLIBRARY.RU SPIN: 5849-5688. https://orcid.org/0000-0003-4537-5730.
E-mail: tamila_khalfina@mail.ru

Hypynnunxa lyzens UnbwarosHa / Nurulling, G.I. — K. M. H., accucTeHT Kadenpbl rocnutanbHoit Tepanum ®rb0Y BO «KasaHckuit TMY» Mun3apasa
Poccuu. 420012, Poccus, Pecnybnuka Tatapcrah, r. KasaHb, yn. bytneposa, A. 49. eLIBRARY.RU SPIN: 7152-7241. https://orcid.org/0000-0002-7697-
187X. E-mail: nurguzel@yandex.ru

Xuaustosa Anus @apxarosHa / Khidiyatova, A.F. — opauHatop ®IB0Y BO «KasaHckuit TMY» Munsgpasa Poccun. 420012, Poccus, Pecnybnuka
TatapcTaH, r. KasaHb, yn. bytneposa, a. 49. https://orcid.org/0000-0001-5506-3541. E-mail: tazieva.alila@mail.ru

Nesuna Codbs MuxaiinosHa / Levina, S.M. — opauHarop ®Tb0Y BO «KaszaHckuit TMY» Munsapasa Poccuun. 420012, Poccus, Pecnybnuka Tatapcra,
r. KasaHb, yn. bytneposa, a. 49. https://orcid.org/0000-0001-5550-4319. E-mail: Soflevina@yandex.ru

Wcnamosa lysens MycanuxoeHa / Islamova, G.M. — Bpau Hedponoruyeckoro otaenenus F’AY3 «PKb M3 PT». 420064, Poccus, Pecny6nuka TatapcraH,
r. KasaHb, yn. OpeHbyprckuit TpakT, 4. 138. https://orcid.org/0000-0002-7741-4071. E-mail: G184823@yandex.ru

ﬂMTEPATyPA/ REFERENCES amyloidosis. Eur. Heart J. 2017;38(24):1905-8. DOI: 10.1093/
1. Dima D., Mazzoni S., Anwer F., Khouri J. at al. Diagnostic and eurheartj/ehx047
treatment strategies for AL amyloidosis in an era of therapeutic 5. Wisniowski B., Wechalekar A. Confirming the diagnosis of
innovation. JCO Oncol. Pract. 2023;19(5):265-75. DOI: 10.1200/ amyloidosis.  Acta  Haematol.  2020;143(4):312-21.  DOL:
0P.22.00396 10.1159/000508022
2. bakynura H.B., Hexpacosa A.C., [ydkosa A.A., Jlamapus 3.J1. u dp. 6. Riefolo M., Conti M., Longhi S., Fabbrizio B. et al. Amyloidosis:
CucmemHblii aMuaoUd03: KAUHUYECKUE NpOABAeHUs U OuazHoC- what does pathology offer? The evolving field of tissue biopsy.
muka. IppexmusHas  papmaxomepanus. 2020;16(24):68-76. Front. Cardiovasc. Med. 2022;9:1081098. DOI: 10.3389/
Bakulina N.V., Nekrasova A.S., Gudkova A.Ya., Latariya E.L. et al. Jevm.2022.1081098
Systemic amyloidosis: clinical manifestations and diagnosis. 7. Hummel K., Meawad H., Gunning W.I.. Gohara A.f. Negative fat
Effective Pharmacotherapy. 2020;16(24):68-76. (in Russian). DOI: pad biopsy in systemic AL: a case report analyzing the preferred
10.33978/2307-3586-2020-16-24-68-76 amyloidosis screening test. Diseases. 2021;9(2):40. DOI: 10.3390/
3. PesHuk E.B., Hayen T.J1., Cmenarosa E.A., Ycmioxarun [.B u dp. diseases9020040
Amunoudo3 cepduya: 832170 mepanesma u Kapduosno2d. Apxusb 8. Garcia Y., Collins A.B., Stone J.R. Abdominal fat pad excisional
sHympeHHeli  meduyuHsl. 2020;10(6):430-57. Reznik E.V, biopsy for the diagnosis and typing of systemic amyloidosis. Hum.
Nguyen T.L., Stepanova E.A., Ustyuzhanin D.V. et al. Cardiac Pathol. 2018:72:71-9. Epub. 2017 Nov. 11. DOI 10.1016/].
amyloidosis: internist and cardiologist insight. The Russian Archives humpath.2017.11.001
of Internal Medicine. 2020;10(6):430-57. (in Russian). DOI: 9. Al Hamed R., Bazarbachi A.H., Bazarbachi A., Malard F. et al.
10.20514/2226-6704-2020-10-6-430-457 Comprehensive review of AL amyloidosis: some practical
4. Quarta C.C., Gonzalez-Lopez E., Gilbertson J.A., Botcher N. et al. recommendations. Blood Cancer J. 2021;11(5):97. DOL: 10.1038/
Diagnostic sensitivity of abdominal fat aspiration in cardiac 541408-021-00486-4 Dl

Moctynuna / Received: 12.01.2023
MpuHsaTa k nybnukaumm / Accepted: 23.03.2023

Tom 23, Ne1(2024) | Dowmop.Py | 81



