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Pe3rome. [IpencraBiieH peqkuii KITMHAYSCKUH cirydail nedrora AL-A-aMrionj03a ¢ IOpaKeHHEM TOHKOM
KHIIKK y manueHTa 59 ner. B TeueHne nByx et 00Je3HB MPOSBISIIACH HCKITIOYATEIEHO TaCTPOMHTECTH-
HAJTEHBIMHU CHMIITOMAMH (IHCIETICUS, a0JJOMIUHANBHBIN AHCKOMQOPT, moteps 20 Kr Beca). JJnarHocTHIeCKui
ITOWCK, BKJTFOYABIITHI 3HII0CKOITMYECKIE METOBI, BBISBIJI JIUIIH HecTieupuueckre naMeHenus1. Kirroueroe
3HAYCHUE TS BEPUPHUKAIIH JHAarHO3a UMeTIa SHTEPOCKOITUS C MIPUIEITFHOM OMOTICHEH U3 I3BEHHBIX IE(DEKTOB
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Diagnostic challenges of AL-A amyloidosis of the small intestine
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Abstract. This paper presents a rare clinical case of AL-A amyloidosis involving the small intestine in a
59-year-old patient. For two years, the patient experienced only gastrointestinal symptoms, which included
dyspepsia, abdominal discomfort, and weight loss of 20 kg. Endoscopy revealed only nonspecific changes.
Enteroscopy with targeted biopsy of ulcerative defects in the small intestine was crucial for diagnosis
verification. Pathomorphological examination (Congo red staining with polarization microscopy and
immunohistochemical typing) confirmed primary AL-A amyloidosis. This case demonstrates the necessity
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of including amyloidosis in the differential diagnosis for unexplained gastrointestinal disorders accompanied
by weight loss and symptoms simulating intestinal pseudo-obstruction. A multidisciplinary approach and
modern methods of morphological diagnosis are crucial for timely disease detection.
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BBenenue

AmMunonnos —3abosieBaHue, B OCHOBE KOTOPOTO JIEKUT
BHEKJIETOYHOE OTJIOKEHHE HEPacTBOpUMOro (pubpusip-
Horo Oenka (amuonaa) [1]. XKeaynouHO-KUIIEUHBIH TPAKT
(KKT) gacto BOBIEKaeTCs B MATOJIOTHYECKUH Mpolecce,
OJIHaKO CUMIITOMBI KpaiiHe pa3HOoOOpa3Hbl U HECIEeLH-
(bUYHBL: OT MOHOTO OTCYTCTBHUSA KaI00 10 BhIpaXKEHHOU
ManbabCcopOLuK, TUapeu, TUCTIETICUH, KHILIEYHONW HEeMNpo-
XOIMMOCTH WJIM KPOBOTEUEHHH, UMEHHO TIO3TOMY OT MO-
MEHTa NEePBBIX MPOSBICHUH 10 MOCTAHOBKU MPaBUIIbHOTO
JMarHo3a HepeaKo MpoxXoauT MHoro mecsues [2]. Kpome
Toro, Manudecranus AL-aMunon03a HCKIOUYATEIBHO
racTpOMHTECTUHAIBHBIMU CUMITOMAaMHU BCTpEUYaeTCs
KpaiiHe peako. B mopasisromeM O00JIbIIMHCTBE HAOIIO-
JleHni KknuHndeckne npossiaeHus nopaxenus KKT Bbol-
ABIISAIOTCA Ha (POHE YXKE YCTaHOBIIEHHOTO aMHJION103a C
XapaKTepHBIMUA BHEKUIIEYHBIMU TPOSIBICHUSMH — KapIU-
oMHoOnaTHel, HepponaTue unu nepudepudeckon He-
porarue, KOTOpbIE CIyKaT KIYeBBIMA OPUECHTUPAMHU
Jutst KmMHAIKUCTOB [3]. Ilpu oTCyTCTBUM KIIaCCHYECKHUX
BHEKUIIEYHBIX MPU3HAKOB, CIY>KalIUX KIIOYEBBIMU JHa-
THOCTUYECKUMH OPUEHTHPAMH, aMUJIOU03 Y MAIlHEHTOB
C TaCTPOMHTECTHHAIBHBIMU 5KaJ100aMH 3a4aCTyI0 OCTAeTCs
3a npenenaMu JuddepeHnanIbHON TMarHOCTUKY Ha IPo-
TSOKEHUU JIUTEIBHOTO BPEMEHHU.

[IpencraBneHHoe KIMHUYECKOE HAOMIOeHHE EMOH-
CTPUPYET CIOKHOCTH Bepudukamu AL-A-amunonosa ¢
MOpaKeHWEM TOHKOW KHILIKH Yy MalueHTa C JJIUTeIbHbIM
aHaMHE30M IaCTPOMHTECTUHAIIBHBIX Kajl00, HEOTHOKpAT-
HO 00CJIeJIOBABILIETOCs MO MOBOAY CHHIAPOMA KUIIEYHON
HEMPOXOIUMOCTH U HEOOBSICHUMOM MOTEPU MacChl Teja.

Knuamnyeckoe HaOnogenne

HccnenoBanue ogo00peHO JTOKaTIbHBIM 3THYECKUM KO-
muteroM PHIIX nmenu akanemuka b.B. IleTpoBckoro
(mpotokon Ne 8 ot 29.09.2023). IlonyueHo 100pOBOIIb-
HOe MH()OPMUPOBAHHOE corlacke Ha MyOIHKALHIO 3TOTO
HaOJIOICHHSI B OTKPBITOM ITeYaTH.

ITanment b., My>cKoro mnosna, B Te4eHHE OBYX JIET OT-
MeYaJl IPOrPeCCUpPYIOIINe KaloO0bl CO CTOPOHBI JKETy-
JIOYHO-KHUIIIEYHOTO TPAKTa, BKIFOUAIOIINE TUCTIENITHYE-
CKHE SIBJICHUS B BHJIC KUCIIOW OTPBDKKH, a0JTOMUHATILHBIH
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JUCKoM(OPT MOcIe IpuemMa MUK 1 O0IEBON CHUHIPOM.
‘YkazaHHas KJIMHUYECKast KapTHHA COMPOBOXK/1AJIACh 3HAYH-
TEeJbHOI HeHaMepeHHOH MoTepeil Macchl Tella, COCTaBUB-
meii 20 xr B TeueHue roga. CTOUT OTMETHUTH, YTO 3a JIBa
Mecsla 10 TOCIUTAIN3AINN TAIIUeHTY ObLIO BBIIOIHEHO
SH/IOCKOIIMYECKOE Y/IaleHUE TyOyISPHBIX aICHOM TOJICTOM
KHUIIKK HU3KOH CTeNeHu 30KauecTBeHHOoCTH. [Ipu cbope
CEeMEeHOro aHaMHe3a BBISBIIEHA OTATOILEHHAs HacCJel-
CTBEHHOCTb I10 JIMHUU OTILa: A3BEHHas O0JNEe3Hb JKeIyl-
Ka ¥ JUarHOCTUPOBaHHAs B 59 JeT KapUUHOMA IPSIMOU
KHIIKH.

B cBs3u ¢ ycyrybneHueM QuCIENTHYECKUX Kayoo,
MIPOTPECCUPYIOLIEN MOTEepel Macchl Tejla U Pa3BUTHEM
KapTHHBI, TOJIO3PUTENILHON Ha HapyILIEHHE Maccaxa 1o Ku-
IIEYHUKY, TALIMEHT ObLI FOCITUTAIM3UPOBAH B XUPyprude-
CKHUH CTallMOHAp T BEpU(PHUKALINU AUATHO3a U OTpeesie-
HUs TaibHelel neueOHou Taktuku. [IpenBapurenbHbIi
JIUarHO3 MPH MOCTYIUIEHUN «CUHIPOM KHILIEYHOH HEenpo-
XOIIMMOCTH HEYTOUHEHHOHN STHOJIOTUH Ha ()OHE BhIPAXKEH-
HOTO JUCHENTHYECKOTr0 CHHAPOMA U CUHAPOMA MaJIbHY T-
PULIII.

OOBEKTUBHBIN CTAaTyC IMpU MOCTYILICHUU: 001Iiee co-
CTOSIHHE CpeAHEN TSKECTH, MAIlUEHT B CO3HAHUU, aKTH-
BeH. [emoanHaMuka ctabunpHas (apTepualibHOE JaBiie-
He 120/70 MM PT. CT., 4aCTOTa CEPJCUHBIX COKpAILCHUI
78 B MUHYTY), TPU3HAKH AbIXaTeIbHON HEJ0CTaTOUHOCTH
OTCYTCTBYIOT (4aCTOTa JIBIXaTEIbHBIX JBMKEHUH 18 B Mu-
HYTY, IbIXaHHe Be3ukyssipHoe). [Ipu ocMoTpe KuBoTa OT-
MeueHa JOKaJlbHast 00JIe3HEHHOCTh B IIPaBOM Nojpedepbe
npu TIyOOKOH Majblaluy; MEePUTOHEATbHBIE CUMITOMBI
OTpULaTeNbHbIE, IEPUCTAIBTHKA coXpaHeHa. KoxHble 1mo-
KpOBBI CyXOBaThl, OTEKOB HET. J[aHHbIE OCMOTpa JPYrux
CUCTEM OpPraHOB 0€3 3HAaUMMBIX OTKJIOHEHUH.

Jis uckiIoueHnsl MEXaHUYECKON KUIIEYHOU HEempo-
XOAUMOCTH MAaIMEHTy MPOBEJEHA KOMIIBIOTEPHAs TOMO-
rpadus (KT) opranoB OprolIHOM MOJIOCTH U 3a0PIOIINH-
Horo npoctpanctsa. [1o nanubM KT BeIsIBIEHBI TPU3HAKH
TOHKOKHIIIEYHON HEMPOXOJUMOCTH, MPEAIOI0KUTEIBHO
JUHAMUYECKOTO XapaKTepa, a TAKKe [MUPKYIIPHOE YTOJI-
IIEHUE CTEHOK BBIXOJHOTO OT/IeNa JKelTy/IKa 0e3 IPH3HAKOB
BOBJICUEHMS TTaparacTpaibHON KIIETYaTKU U PErHOHAPHBIX
TUM(ATHIECKUX Y3II0B.
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ITpu peHTreHONOTHUECKOM UCCIIEI0BAHUM C KOHTpAC-
TUPOBAHUEM OMPEAECIISIOCH 3aMEJICHUE 3BAKYALHH U3 JKe-
JyJKa U IIacca)a BOA0PACTBOPHUMOTO KOHTPACTa 110 TOHKOM
U TOJICTOH KUILIKE.

Jlis uCKIrOUeHUs MaTONOTUM JKEIyAKa U JBEeHaAla-
TUIEPCTHOMN KHIIKH BBITIOJIHEHA 330(aroracTpoayoe-
nockorust (DTJIC) ¢ mocnenyrorieir MopdoIorudeckoi
BepudHKaIel XPOHHUECKOTO XeINKOOaKTeP-aCCOLIUUPO-
BaHHOT'O aTPO(HUYECKOr0 rACTPUTA C YIACTKAMU KUILIEYHON
METaIlIa3uy HUKHEH TpeTH Tela ¥ aHTPaIbHOIo OTHAeNa
JKEITyJKa B CTaJul 000CTPEHUsL.

ITpu 5HAOCKOMUYECKOM YIBTPAa3BYKOBOM HCCIIE0BA-
Huu (Y C) ycTanosneHa aeopMarus NpenioprHyecKoro
U IUJIOPUYECKOTO OT/IEIIOB XKeIyaKa, 00yClIOBIEHHAs pyO-
L[OBBIMU H3MEHEHUSIMU [IOCTBOCIAIUTEIBLHOIO XapaKTepa,
063 KPUTHUYECKOTO CTEHO3UPOBAHUS IPOCBETA U IPU3HAKOB
OITyXO0JIEBOTO pocTa. st JEKOMIPECCUU U SHTEPATBHOTO
NUTaHUsI ObUT YCTAHOBJICH HA30MHTECTUHANBHBIN 30H],
Ha4aTa KOMILIEKCHAs! KOHCEPBaTHUBHAS TEPAIHs, BKIIFOUA0-
mast *HQY3MOHHYIO KOPPEKIUIO, HYTPUTUBHYIO MOAJICPXK-
Ky U PacIIMPEHHbIH 1a00paTOpHbI CKPUHUHT, B TOM YHCIIE
UCCIEA0BAHNE HA TATOTEHHBIC BO30YIUTENN B XKEITyIOYHO-
KUIIEYHOM TPAKTe.

Pe3ynbprarel HEMHBA3UBHBIX METOAOB HCCIEAOBAHUS
HE TO03BOJIMIN BEepUHUIUPOBATH OPraHUUECKYIO MATONI0-
THIO, CIIOCOOHYI0 OOBSACHHUTD TSXKECTh KIMHUUECKOH Kap-
TUHBI, TIO3TOMY OBUIO MPHHATO PELICHHUE O BHIMOIHEHUU
JMarHOCTUYECKOI J1anmapocKonuu. B xone BMeraTenbpcTBa
MaKpOCKOIUYECKUE MPU3HAKH 0OBEMHBIX 00pa30BaHUH,
CIaeuHbIil poliecc WK XapakTepHsle At 0one3nu Kpona
BOCIIJINTENbHBIC H3MEHEHUS HE BBIABIEHBL. TeM He MeHee
BU3YaIU3UPOBAHBI CTPYKTYPHBIE U3MEHEHUS CTEHKU TOH-
KOW KHIIKU: JUCTaJIbHbIE OTAENbI MOAB3MAOIIHON KHUIITKU
OBbUTH CIIABIIUMUCS C PE3KO OCIA0ICHHOM NEPUCTATBTUKOM;
B CTCHKE TOILEH KHUIITKH OIPEeNISINCH O4art yIIOTHEHHUS
JKEJITOBATOTO 1[BETa, PUTUAHbIEC IPH HHCTPYMEHTAIbHON
NaJbNalNy, B 30He KOTOPBIX NEPUCTATIBTUUECKAsT aKTHUB-
HOCTb ITOJTHOCTBIO OTCYTCTBOBaJIa. Mi3MeHeHNs B Ha4alb-
HBIX OTJ€/1aX TOHKOM KUIIIKK HOCUJIU PaclpOCTPaHEHHBIN
XapaKTep, 3aXBaThIBast OOJBIIYIO YaCTh OKPYXKHOCTH KH-
HIEYHON CTEHKH.

Jig yTouHEHUs: IPUPOABI U3MEHEHUI TOHKOM KUIIKU
MPOBEICHA TepopaibHas OallIOHHO-aCCUCTUPOBAHHAS H-
TEPOCKOMNSI, IPU KOTOPOi BU3yaIH3UPOBANIACH CIIU3UCTAS
000J104Ka TOIEH KUIIKH, XapaKTePU3YIOIAsCsl Ha BCEM
IPOTSDKEHUU 04aroBOi runepeMueii, 0OTe4HOCTBIO U I10-
BBIIIEHHOW KOHTAKTHOM paHUMOCTbIO. OTMEUEHO TaKXKe
YKOpOYEHHUE KHUIIeYHBIX BOpcUH. Ha doHe u3meHeHHON
CIIU3UCTON OOHAPYKEHBI H3bSI3BIICHHS HETPABUIBHON (op-
MBI IUaMeTpoM 8—12 MM ¢ OTEIHBIME KpasMH U (GHOPHHO3-
HBIM HasieToM B obnactu aHa (puc. 1). U3 Tpex Hanbonee
KPYIHBIX S3BEHHBIX J€(EKTOB OBLIM B3SITHI MPHIEIbHEIC
OuonTaTsl A MOCIEIYIOMEro NaToMop(hoIOrHIECKOro
Y UIMMYHOTHCTOXUMHYECKOTO HCCIEIOBaHHU.

ITpu maToMophoIorHuecKoM UccaeJ0BaHIH OHOIITa-
TOB CIIM3UCTOI 000I0YKM TOHKOI KUIIKK B COOCTBCHHOM
IUTACTHHKE CIIU3UCTOH U MOACIU3UCTOM CIIO€ MHTEPCTUIIH-
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AJbHO M B CTEHKAaX KPOBCHOCHBIX COCY/IOB OOHAPY>KEHBI
TOMOI'CHHBIC 3031/IHO(1)I/IJ'II)HI>IC ACIIO3UTHI, KOTOPBIC IPpHU
OKpAIIIMBaHUK KOHTO KPACHBIM U JAaJbHEUIIIEM HUCCIIeI0-
BaHUU B TOJIAPU30BAHHOM CBETC IEMOHCTPUPOBAJIN XapaK-
TEpHOE JIBOIHOE TyuenpenomiieHue (puc. 2).

)IJ'IH OonpeacJICHUs TUIla aMUJIoOr/1a BBIIIOJIHEHO UMMY -
HOTUCTOXMMHYECKOE UCCIIEIOBAHNE C ITUPOKOH MaHEIbI0
AHTUTCJI K Ppa3JIMYHBIM THUIIaM aMHJIOWJA. Brisgsiena
MOJIOKUTEIbHAS PEAKIHsl ICMO3UTOB C aHTUTEIAMH K
P-kommonenTy ammionaa (Anti-Serum Amyloid P/SAP
antibody, Abcam, BenukoOpuTanus) U K IETKUM A-IICTISIM
umMMmyHornoOynuHoB (clone SHLS3, Leica Biosystems,
Novocastra™, Benukobpuranus). Ilpu sTom peaxmus ¢
antutenamu k amunonny A (Clone C3, Cloud-Clone Corp.,
CIIIA), nerkum k-miersim (clone CH15, Leica Biosystems,
Novocastra™, Benukobpurtanus), ALECT2 u tpancTu-
petuny (PreAlbumin, Abcam, Benukobpurtanus) 6pu1a
OTpHUIATENbHOM (pHC. 3).

Ha ocHOBaHMM COBOKYMHOCTH JaHHBIX MaromMopgo-
JIOTUYE€CKOro, TMCTOXUMHUYICCKOTO U UMMYHOTUCTOXH-
MHYECKOTO UCCIIENOBAHUM IIOCTABIEH AUAarHo3 «AL-A-
aMUJIOMI03 C TOPAKEHUEM TOHKON KUIIKI». [omyueHHbIe
pe3yIbTaThl YKa3bIBaOT HA MOHOKJIOHAJIBHYIO IIPUPOLY
JIETIO3UTOB, CBSI3aHHYIO C IPOAYKIIMEH aHOMATbHBIX JIeT-
KHX A-IleTled MMMYHOITIOOYJIMHOB, YTO XapaKTEePHO IS
nepsuvHOro AL-ammnonnosa.

K coxanenuto, onpeeneHue cBOOOIHBIX JISTKHX IIETIeH
B CBIBOPOTKE KPOBH, AIIEKTPOHOpe3 C IMMyHO(DUKCALTNEH,
a Taxxke aHanu3 Mo4yu Ha Oesok benc-J[oHca BhIoHE-
HBI He OBUTH TI0 IPUYMHE OTCYTCTBHUS HA MOMEHT 00ce-
JOBAaHUA KJIMHUYECKOHN HaCTOPOKECHHOCTHU B OTHOUICHUHU
amwionosa. s najgpbHEUIero HabIoaeH!s U PeIICHHS
BOIPOCa O CreNU(UIECKOM Tepanvy MaueHT ObLT HATpaB-
JIeH K TeMAaTOoJIOTYy.

O6c¢cyxaeHne

[IpencraBiaeHHOE KIMHUYECKOE HAONIONCHUE Je-
MOHCTPHUPYET CIOXKHOCTH THATHOCTUKH IEPBUYHOTO
CHUCTEMHOTO aMHJIOWJ03a ¢ MaHH(ecTanrued B BUAC TA-
JKENOH TaCTPOUHTECTHHAIBHOM MaTONOTHU. AMUIOUI03
TOHKOW KHWIIKU PEAKO TUATHOCTHPYETCS MPUKU3HCH-
HO BBUJY HECTECHU(PUIHOCTH KIMHUICCKOU KapTUHBI.
CornntacHo nanHbM KoHCcopumyMa mo u3y4eHUro aMHiio-
nno3a (Amyloidosis Research Consortium), B koropre
u3 533 manueHTOB CpelHEee BpeMsl OT MOSBICHUS TIep-
BBIX CHMIITOMOB JI0 YCTAHOBJICHHSI TUATHO3a IIPEBHIIIATI0
12 Mecs1eB, IPH 3TOM B PsiJIe CIIydaeB sl BepUpUKAINA
JIUarHo3a TpeboBajoch y4acTue 0oee MATH CIeIHalIi-
croB [4].

Knuanueckast kaptuHa y nammenTta b. xapakrepuso-
BaJjach JIUTEIHHBIMH (B TEUCHUE ABYX JIET) AUCIICIITH-
YEeCKHMHU SIBIICHUSIMU B a0TOMUHATBHBIM TUCKOM(OPTOM,
9TO THITUYHO JUTS 3TOH naronoruu. [1o qaHHbeIM OuoTCcHii-
HBIX HCCJICIOBAHUN, BEPOITHOCTH MTOPAXKCHUS OPTAHOB
MUIIEBAPEHUS MIPU aMuiIoni03e nocturaet 36,5% [5, 6].
3HauuTeNbHAs TIOTEPs] MACChl Tela, 3aUKCUPOBAHHAS Y
MAIMEeHTa, KOPPEIUPYyeT ¢ CHHIPOMOM MaibabcopOuuu
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Puc. 1. A-D — GayutoHHO-aCCUCTHPOBAHHAS SHTEPOCKOIHS: H3bSI3BICHUS HEMPaBHIBHOH (DOPMBI C OTEUHBIMH KPasiMH (crmpenkit), THO
KOTOPBIX MIOKPHITO GUOPHHOM (36€3004Ka)
Balloon-assisted enteroscopy: irregularly shaped ulcerations (arrows) with edematous margins, the bottoms of which are covered
with fibrin (asterisk)

Fig. 1.

U BHUCIEpPATbHON BEreTaTUBHOM HEWpOIaTUel, 4acTo co-
MyTCTBYIOIIUMH aMUIOUA03yY [7].

OO6paraer Ha ce0s BHUMaHUE JJTUTECIIbHBIA JUArHOC-
THUYECKUN MOUCK, B XOJI¢ KOTOPOTO MEPBOHAYATIBLHO pac-
CMaTPUBAITUCH Yallle BCTPEYAIONIHECs 3a00IeBaHMsI UITH
COCTOSIHUSA: XPOHUYECKHH TacTpuT, 60ae3Hb KpoHa, mo-
CIIEACTBUS MPOBEICHHON MOTUIAKTOMUU U CUHAPOM KH-
MEeYHOW HempoxoauMocTu. OTATONIEHHBIN CeMEeHHBIN
aHaMHe3 (KapLuHOMa MPSMON KHILIKH Yy OTIa) MOT Ha-
MPaBUTh AUATHOCTUYECKYIO THIIOTE3Y B CTOPOHY OHKO-
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JIOTUYECKOU marojioruu, onHako pe3ynsrarsl KT u OYC
HCKIJTFOUITH OITyXOJIEBBIH POCT. CIOXKHOCTB BEpUPHKALTUH
JMarHo3a Obl1a 00yCIIOBIIeHA TEM, YTO CTaHAAPTHOE SHJI0-
cxonmyeckoe uccinenopanue (AIJIC) u myueBbie METOBI
(KT ¢ xoHTpacTUpOBaHHEM) HE 00IaJal0T JOCTATOUHOU
JUATHOCTHYECKOW MH(QOPMATHBHOCTBIO JUISI BBISBICHUS
aMHUIION03a. Y TONIEHHE CTEHKU KUIIKU U 3aMeJICHUE
raccaa KOHTpacTa, BblsiBlIeHHbIe Tpu KT 1 peHTreHocko-
MUY, SBJISIIOTCS HeCHeM(PUUHBIMU MPU3HAKAMHU U MOTYT
HaOJII0aThCS PU MIUPOKOM KpYTe MaTogoruil: mpu 3a6o-
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JICBaHUIX TOHKOW M TOJICTOW KHUIIKU KaK BOCIAIUTEIHHO-
TO, OIYXO0JIEBOTO, TAK M COCYIUCTOTO TeHe3a [§]. UMenHno
PE3UCTEHTHOCTh K MPOBOJUMOM Tepanuu U OTCYTCTBHE
MaKpOCKOIMUYECKHUX MPU3HAKOB XUPYPru4ecKoil maroso-
TUH B XOJI€ JIAaapOCKONUH MOCIYXUJIK OCHOBaHUEM IS
yDIyOIeHHOTO SHIOCKOMTUYECKOro MOUCKa U naromopdo-
JIOTHYECKOTO HCCIIeIOBaHUS.

KittoueBbIM yCIIOBHEM CBOEBPEMEHHOM AUAarHOCTUKU
aMUJIONJ1032 SABJISIETCSA KOPPEKTHO BHIIOJIHEHHOE YHI0CKO-
nu4ueckoe uccnenosanue [9]. s nopaxeHus xKemxyI0qHO-
KHIICYHOTO TPaKTa MPH JTAHHON MaTOJOTHH XapaKTepeH
BBIpaXEHHBII TOIMMOP(HU3M 3HIO0CKOMUYECKON KapTHHBIL:
CHEKTpP U3MEHEHUH MPOCTUPAETCS OT MUHUMAJIBHBIX IPOSIB-
JIeHu# (OTeK, TUIIepeMUs) 10 TSHKENBIX MaKPOCKOITMYECKUX
aJbTepalyii, BKIOYas 3pO3UBHO-SI3BEHHBIE TTOPAXKEHU,
TICEBIOTONUIIOBUIHBIE 00pa3oBaHus U remopparuu [10].
B nocnennue rofsl mpeanpuHATH MOMBITKH CHCTEMaTH3a-
LMY SHJOCKONMYeCcKuX Haxonok. Tak, J.H. Song et al. Ha
OCHOBE MHOTOLIEHTPOBOIO aHaJIn3a MPEeAIOKHIIN KIIaCCH-
(bukanyio, BEIACTSIONIYIO YeThIPE 9H0CKOITMYECKHUX THIIA
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Puc. 2. AMAWION03 TOIIEH KUIIKH.
A — roMoreHHbIe 203UHOGHIBHbIC JETIO3HUTHI (CIpeKiL)
B CTCHKE TOHKOl KHIIKU [IPH OKPACKE TeMaTOKCHIMHOM
1 303uHOM, % 100. B — kpacHO-KupnHYHOE
OKpalllMBaHUE AMHJIOU/IHBIX OTIOKEHUH (cmpenku) Ipu
THCTOXMMHYECKOM HCCIIE0BAaHUH € KOHIO KpacHbIM, X 100.
C — xapakTepHOE ABOWHOE JIyUeTIPEIOMIICHUE (CIpenKiL)
AMUJIOHJHBIX MacC MPH HCCIICAOBAHNUH B TIOJISIPU30BAHHOM
CBeTe, OKpacka KOHTO KpacHbBIM, X 100

Fig. 2. Jejunal amyloidosis
A —homogeneous eosinophilic deposits (arrows) in the
small intestinal wall, H&E stain, x100. B — brick-red
staining of amyloid deposits (arrows) detected by Congo
red histochemistry, x100. C — characteristic birefringence
(arrows) of amyloid masses under polarized light, Congo
red stain, X100

MOPaXXCHUs. ABTOpaMHU YCTaHOBJICHA KOPPEISALIUSI MEKIY
THUIIOM aMWJIOU/A M dHJOCKOIIMYECKUM MaTTePHOM: IS
AL-amunounniosa 6osee XapakTepeH reMopparn4ecKuii Tvm,
Uit AA-aMHIIONI03a — SI3BEHHBIH, @ «3€PHUCTHII THIT ac-
COLMUPOBAH ¢ KIUHUICCKUMU TPOSBICHUSIMU MOTOPHOU
nqucdynkuuu XKKT [11].

B npencraBieHHOM KIIMHHYECKOM HaOJIIOACHUH peliato-
LIYIO POJIb B BepH(PHKaLIuK 3a00JI€BaHNUs ChIrpaa OaylioH-
HO-aCCHUCTHPOBAaHHAs YHTEPOCKOIIHS C IPUIIEITBEHOM OHOII-
cuell. DHIOCKOTUYeCKas KapTuHa (OTEYHOCTb, TUTICPEMUS,
YKOpOYEHHE BOPCHH M MHOXKECTBEHHBIE SI3BEHHBIC Te(eK-
THI) COOTBETCTBOBAJIA ONMCAHHUSIM aMHJIONI03a TOHKOM
KUIIKH, PEJICTaBIICHHBIM B Hay4HOU iuTeparype [10, 11].
IpuHnMnuaneHOE 3HAYEHHE 151 MOP(OIOTHYESCKON BEpH-
(hukanum aMUIION103a UMEET IITyOrHa OUOTICHHU, OTHAKO
MOTEHIMATBHBIN PUCK TEMOPPArUUECKIX OCIOKHEHHUN He-
PEAKO CAePKUBACT SHJIOCKOIUCTOB OT IPOBECHHS [ITy00-
Koro 3a0opa marepuana. B uccinenoBanun W. Uraiwan et al.
MPOJEMOHCTPUPOBAHO OTCYTCTBHE CTATUCTUYECKHU 3HAYH-
MOTO TIOBBIIICHHS PUCKA TEMOPPArHIECKUX OCIIOKHECHHUN
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Puc. 3. Tlo3uTnBHAss IMMYHOTUCTOXUMUYECKAsI PEAKIUS (CmpenKu) ¢ aHTUTENIOM K P-kommionenTy (A) u antureny x AL-A (B) amunonny,
x100. Herarusrast nuMMyHOrncroxumuaeckas peaknus ¢ antutenamu kK AA (C) u ALECT2 (D) amunonny, x100. Cnabas
(hoHOBass IMMYHOTUCTOXUMHUYECKas peakuust (cmpenku) ¢ antutenamu Kk AL-k (E) u ATTR (F), x100

Fig. 3. Positive immunohistochemical reaction (arrows) with antibodies to P-component (A) and AL-A amyloid (B), x100.

Negative immunohistochemical reaction with antibodies to AA (C) and ALECT2 (D) amyloid, x100. Weak background
immunohistochemical reaction (arrows) with antibodies to AL-x (E) and ATTR (F) amyloid, X100
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y HalKEHTOB C aMUJIOUA030M: YacTOTa MOCTOUOIICUIHBIX
KpOBOTEUEHUH cocTaBmia 5,6% B ocHOBHOU rpytme U 4,2%
B IpyIIie cpaBHEHUs. MHOTO(haKTOPHBIH aHAIH3, BKIIO-
YaBILIUI KOPPEKIHMIO M0 IHUPOKOMY CHEKTPY KIMHHUUECKUX
1 1abOpaTOPHBIX apaMeTPOB, HE BBISIBUI HE3aBUCUMOM
acCoLMalMK MEXIy HaJIMYMeM aMUIION103a U BEPOSTHO-
CTBIO pa3BUTHA KpoBoTeueHus [12].

3akmoueHnne

[IpencraBieHHOE KIMHUYECKOE HAOMIOICHHE AEMOH-
CTPUPYET PEIKHIA BapHAHT MaHU(ECTAIUH MEPBUYHOTO
cucTeMHOro AL-A-aMHuITONI03a ¢ MOPaKEHUEM TOHKOH
KHIIKH, YTO MOJYEPKUBAET HEOOXOMUMOCTh BKJIFOUCHHUS
JTAaHHOTO 3a00nieBanus B AuddepeHIranbHO-AHarHoCTHYe-
CKHH MOKCK Y MAI[MEHTOB ¢ HEOOBSICHUMBIMU FaCTPOUHTE-
CTHHAJLHBIMH CUMITTOMAaMH. JITMTEbHBIN (JIBYXJIETHHI)
JMUATHOCTHYECCKUH MyTh, XapaKTEPHBIH AJ1s1 OOJBINNHCTBA
CITyJaeB aMHJION 103, ObLT 00YCIIOBIICH HECTIEIU(HUHOC-
THIO KJIIMHUYECKON KapTHHBI, IMUTHPOBABIICH CHHAPOM
KHIIIEYHON HEMPOXOAUMOCTH, U OTCYTCTBUEM MATOTHOMO-
HUYHBIX U3MEHEHHUH MIPH CTAHJAPTHBIX JIYYEBBIX U DHJIO-
CKOITMYECKUX METOHAX MCCIIEOBAHMS.

HabmroneHne uMeeT BHICOKYIO MPAKTUYESCKYIO 3HAYH-
MOCTb, AEMOHCTPHPYS, YTO Y TMAIUECHTOB C MPOTPECCUPY-
FOIIEH ToTepeit Macchl TeNla, CHHAPOMOM MaibabCopOIiH
1 SIBJICHUSIMH KHIIIEUYHOM HETTPOXOIUMOCTH HESCHOTO T'e-
HEe3a aMHJIONI03 JOKCH PaccMaTpUBaThCS KaK MOTEH-
[HajgbHas MPUYMHA PAa3BUTHS JAHHOW KIHMHHUYECKOM
KapTHHBI. MeXIUCIUILUITMHAPHBIA MOAXO0A ¢ y4acTHEM
racTPOdHTEPOJIOTa, XMUPypra, OHKOJIOra U MaTojJoroaHa-
TOMa SIBIISICTCS 00s3aTEIbHBIM YCIIOBHEM CBOSBPEMEHHOM
JMUArHOCTHKH U YIYYIICHUS MIPOTHO3a y TAHHOH KaTero-
pHH TAIHCHTOB.
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