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Pesrome

Bsedenue: 6eaxom-nipeaniecrBeHHIKOM AA aMHAOMAA ABAAETCA OCTPO(a30BbIil 6€AOK — CHIBOPOTOUHBII
A-nporeuH. CnexTp 3a00AeBaHUI, 0CAOXKHAIOIINXCA pasBUTHEM AA aMHAOMAO32, AOCTATOYHO IINPOK,
B PAA€ CAyUaeB IPUYHHON ABAAIOTCA PEAKHE 3a00A€BaHUA, AMATHOCTHKA KOTOPBIX IIPEACTABAAET 3HAUU-
TeABHBIE TPYAHOCTH.

Kaunuveckue npumepos: Mbl IPEACTABAAEM TPHU CAYYasA CHCTEMHOT0 AA aMHAOHA032, HAAFOCTPHPYIOIIHE
TPYAHOCTH AMATHOCTUKHU COCTOAHMI, ACJKAIMX B OCHOBE 3TO0M maTosoruu. IIpuunHoii passurua AA amu-
AOHA032 TIOCAY>KHA BOCIIAAUTEABHBII OTBET, COIIPOBOKAAFOIIUI B IEPBOM cAy4uae 6oae3sHp Kacraemana,
BO BTOPOM CAyYae CKA€PO3HPYFOIIYI0 AHTHOMATOUAHYEO HOAYAAPHYIO TPAHC(OPMALIUIO CEAC3EHKH, U B TPe-
TBEM CAy4ae — MyKOBUCITAO3. Bo Bcex cayuasx ocHOBHOe 3a00A€BaHIE XaPAKTEPU30BAAOCH MHOTOAETHIM
TEUYEHHEM C NEPCUCTUPYIOIIUM XPOHHYECKUM BOCIIAACHUEM, BAXKHBIM IIPU3HAKOM KOTOPOIO CAY?>KHAO,
IIOMHMO KAMHHUYECKUX CHMIITOMOB, 3HaUnTeAbHOE HopbieHue yposua CPB. Auarnos AA ammuaonao3a,
0a3upPOBABIINIICA HA IIOCTEIIEHHOM (DOPMHUPOBAHIY HE(PPOTHIECKOI0 CHHAPOMA C IIPOIPECCUPYIOIIEN 110~
YEeYHOU HEAOCTATOYHOCTBIO, OBbIA IIOATBEPIKACH Mopdosornuecku. HeoOpaTumerii xapakrep mmopa>keHUA
IOYeK NMOTPe6OBaA IPUMEHEHHA IIPOTPAMMHOIO T€MOAMAAN32a, HO IIOCKOABKY XHPYPIrHYECKOE A€UECHHE
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OCHOBHOT0 3200A€BaHUA II03BOAHAO YCTPAHUTD IIPUYUHHY XPOHUYECKOI0 BOCIIAACHUSA, 4 [IOPAXKEHUE APYTHUX
OpPraHoOB He IIPUBEAO K UX (PYHKIIMOHAABHOI HEAOCTATOYHOCTH, CTAAO BO3MOJKHBIM BBIIIOAHEHIE TPAaHC-
IAQHTALIMA ITOYKH.

3axarouenue: pa3puTHe He(ppOTHIECKOrO CHHAPOMA U HapyIIeHue (PYHKIIUY IOYEK Y IAIUEHTOB C IIPU-
3HAKaMH XPOHHYECKOI'0 BOCIIAACHNA KAaK U3BECTHOM, TAK M HEYTOYHEHHOMH IIPUPOABL, POPMHUPYET BBICO-
KUH MHAEKC ITOAO3peHHA B oTHOIIeHnH AA amuaonao3a. Mopgoasorndyeckas Bepuukanua Auarnoza AA
AMHAOHA032 HEOOXOAUMA AAfL OCYILIECTBACHUA HAIIPABACHHOI'O0 AMATHOCTHYECKOIO ITOMCKA €ro IPUYNH,
HO AQJKE€ B OTCYTCTBHE CBOEBPEMEHHOI MOP(OAOTrNIECKOM AMATHOCTHKY KAMHUYECKOE CY’KACHUE B PAAE
CAYYa€B [I03BOASET IIPABHABHO OIPEACAUTH TAKTHKY BEACHHA OOABHBIX. DTHOAOIHMYECKAA PA3HOPOAHOCTD
XPOHUYECKUX BOCIIAAUTEABHBIX IIPOLIECCOB, ACXKAIIUX B OCHOBE AA aMHAOHA034, TPEOyeT MyAbTHAUCIIU-
IIAMHAPHOI'O ITIOAXO0AQ C YIACTHEM IIPEACTABUTEACH PA3AHYHBIX TEPANEBTUYUECKUX U XUPYPIUIECKUX CIIe-
muasbHOCTeH. PeAKOCTH HEKOTOPBIX 3a00A€BAHNUI, OCAOYKHAFOIINXCA pa3BUTHEM AA aMIAOHMA032, CO3AAET
3HAYUTEABHBbIE AHATHOCTUYECKHE TPYAHOCTH, U TOABKO COBMECTHAA Pab0oTa XHPYpProB U HHTEPHICTOB
MOYKeT 00eCIIeYnTh AACKBATHYIO AMATHOCTHKY U YCIICIITHOE ITO9TAIIHOE ACUCHHE.

Abstract

Introduction: AA amyloid precursor is serum amyloid A protein, produced in response to the cytokine
stimulation. The broad spectrum of the diseases with quite different etiology and pathogenesis may be
eventually compicated by AA amyloidosis, in some cases these are rare diseases, presenting difficulties
for diagnostics.

Case presentation: we present three cases of systemic AA amyloidosis, illustrating the difficulties
in diagnostics of the underlying diseases. AA amyloidosis complicated prolonged chronic inflammation
in patients with Castleman’s disease, sclerosing angiomatoid nodular transformation of spleen (SANT),
and cystic fibrosis. In all cases the disease had a prolonged course with persistent chronic inflammation,
presenting with non-specific clinical features and highly elevated C-reactive protein level. AA amyloidosis
diagnostics based on the gradual development of nephrotic syndrome with impaired kidney function was
confirmed by histology. End stage of renal disease demanded hemodialysis, however, surgical removal of
the source of inflammation and absence of other organs dysfunction gives an opportunity to offer kidney
transplantation.

Conclusions: nephrotic syndrome and impaired kidney function in patients with signs and symptoms
of chronic inflammation, regardless of its known or unknown origin, provide the high suspicion index
for AA amyloidosis. Pathology confirmation is crucial; however even in the absence of timely pathology
diagnostics clinical judgment in some cases gives a guidance for work-up and treatment. Different etiology
of chronic inflammatory conditions, leading to AA amyloidosis, demands multidisciplinary approach. Rarity
of the described conditions leads to the substantial difficulties for diagnostics; therefore only collaboration
between the representatives of different specialties ensures adequate diagnostics and successful treatment.

Key words: AA amyloidosis, kidneys, Castleman’s disease, sclerosing angiomatoid nodular transformation, cystic fibrosis
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MPT Mazrummo-pesonaricrasn momozpagus CD Kaacmep ougppepernyuposku
HC Hedgponuueckui CFTR Tparemembpanvii pezysanop
curgpom 1PO6OOUMOCHIN MYKOBUCYHI03A
Ob Obmyuii benox EBNA Hoeprerii anmmuzer supyca Onumetin-bapp
OIlll Ocmpoe noueuroe nospescoerue EB1” Bupye Dnaeniin-bapp
Iy Tpomennypus FITS D.aroopecyeun usomuoyuariam
TP Tonumepasnan yennan peaxyusn Jak2 Anye-xurasa 2
cOH Cropocme ocedarius 3pumpoyunios Hb Ienoenobun
ClIinA Cunopom npuobpemeriozo ummyrnodegpuyuma | H>E Ienamorcunun-so03un
Tp Tposmboyume IeA HMninyroenobyaun A
V3 Voavmpaseyrosoe uccaedosarue LG HMnimynoeaotyaun G
oCIC Dokanvro-ceemenmaprviii enomepyaockaepos | LgM Hnimynozaobyaun M
XbI1 Xporuueckan boaesns nouex MPL Muenonporugpepantusran aetixesmus
LIMB Lumomezanosupye mTOR Muwerns panamuyuria y maekonumarnoufux
YA Yacmoma Ovixamenvrvix 08uNceHul PAS Peaxnus 11ugpgpa
ycco Yacmoma cepoeurvix SANT Crueposupyrman areuomanondnan
coKpauyenntl HOQYAAPHAA MmparcopMayua
IIAC Dsogpazozacpodyoderiockonus cA Kancuonwszit anmuzen supyca
IKI' Duexmporapouozparima Dnumeitr-bapp
Ixo-KL' | Dxoxapounozpagus
Beeaenue Tabauya 1 | Table 1

CoBpemennas kaaccudukarus

AMI/IAOI/IAOS C HOpa)KeHI/IeM IIOYECK

Types of amyloidosis with kidney involvement

AMHUAOHMAO3A HOCTpOCHa Ha OC-

HOBAHUNU XHUMHYECCKOIO COCTaBa (DI/IGP pHI:-Iﬁ O p— Yacrora
_ MOPAKEHUA
AMHAOMAHBIX (huOpuAA 1 HeAKOB MPEAIIIECTBEHHIK Geaok ACCOLIMAIIII p
IIPEAIIECTBEHHUKOB aMuAonAa [1]. 1o9ex
B HACTOSAIIIEE BpeM}[ MN3BECTEH 31 TUIL Aerkue e AL [TaazmorAeTOUHBIC 70%
AMHAOMAO32, IIOPAKEHHUE ITOYEK HAN- HMN:YHO‘ 3360/\MCB3HHH,
Goree XAPAKTEPHO AAA AL, AH, AA, rAOOYAHHOB CHCTEMHBII aMIAOHAO3
ALECTZ U eIIe HECKOABKHUX BapH_ Tﬂ)KC/\I)IC AH H/\33MOK/\CTO‘IHBIC -
AHTOB CEMEHHOIO aMHAOHAO3a [1-3]. | HCHH HMMYHO- saboneparm,
rAOOYAHHOB CHCTEMHBII aMIAOHAO3
Nudopmarius o THIIAX aMHAOHUAO3A,
XaPAKTEPUSYIOIIUXCS ITOPAKCHIEM gbIBOpOTO‘IHI)IH AA Bocmaanreabsbie 90%
nouek, cymmuposata B Tabanie 1. “HporenH saboaeparns,
CUCTECMHBIY AMHUAOUAO3
beaxom-mipearectBenanKoM AA g AOTA
AMITAOHMAA ABAACTCS CbIBOpOTOHHbIﬁ XEeMOTAKCHYECKII ALECT2 AMuAonp03 IIPECHMYIICCTBEHHO
- AKTO TIOYEK U IIeYeHN
A-npotenH, octpodasoBbiii OEAOK, C\bu p on.0 .
L AEHKOITUTOB- HEYTOYHEHHBIIT
BBIPAOATBIBACMBIH IIEYCHBIO B OTBET KK MO AL
HA IIUTOKUHOBYIO CTHMYASAIIHIO. T
Crextp 3200A€BAHNI, OCAOKHAIO- — n
Tpancruperun ATTR CeMeNHbBII CUCTEMHBII 9acTo
IIUXCA PASBUTHEM AA ammAomMA032,
AMHAOHAO3
AOCTATOYHO LHI/IPOK, 3TN 32.60/\6133.— ™ ” ™~
LU DAHODOAHEL 110 CBOCH 5THOAG ArroAnmionpoTenH AapoAl CeMeNHBI CHCTEMHBINA HHOTAQ
p POA Al AMIAOHAO3
TMH 1 ITATOTE€HE3Y U ITO cpopMaAbeIM —
Anoaunonporens AapoAll CeMelHBIIT AMIAOUAO3 | IIPEUMYILIECTBEHHO
IIPU3HAKAM OTHOCATCA K cepe Aed- p p pery
. ATl ovex
TEABHOCTH IIPEACTABUTEAEH CAMBIX -
PASAMUHBIX CIICLMAABHOCTEH KAK Te- AnoAuronporens AapoAlV [Tprobperennprit IIPEUMYIIIECTBEHHO
ATV CHCTEMHBII AMUAOUAO3
PAIEBTUYIECKOIO, TAK U XUPYPrUIec- .
KOTO HpO(i)I/I A [4—6] B meaom pAAc o-IIeTTHA AFib CeMelHbIIT aMIAOUAO3 | IPEUMYITIECTBEHHO
> MOPUHOIEHA OYeK
CAyYAEB IPUUMHON pasBurma AA ¢pubp
AMHAOMAO32 ABAAIOTCH PEAKHE 3a- Ansorum AlLys CeMelHBII aMIAOMAO3 | IPEHMYIIIECTBEHHO
OOAEBAHMS, AHATHOCTHKA KOTOPBIX HOHeR
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HPEACTABAACT 3HAYHTCABHBIC TPYAHOCTH.
Hauboaee moAnbrii cimcox 3a00AEBAHMIA,
OCHOBAHHBIM HMEIOIIEHCA B AOCTYITHOM
AnTeparype nHdOpMaIT, IpUBEACH B Ta-
OAme 2.

MEr mpeAcTaBAfEM TPH CAyYAs CHCTEM-
HOro AA aMHAOHAO32 C IIOPAKEHIEM TIOUEK,
HAAIOCTPHPYIOLIHX TPYAHOCTH AMATHOCTHKI
u auddepeHIuasbHON AUATHOCTUKA 3a-
OOAEBAHMI, ACKAIIUX B OCHOBE 3TOU
TATOAOTH.

Cuyuaii 1. boavnon I:, 39 rem

Hcmopus 3abonesanus: 6 2004 2. nossusace
HOYHAA NOMAUBOCIN, CAAOOCIIY, CYOPeGpUNUIIEN.
He obcnedosancs, cumnmomanmura pezpeccupo-
6aa camocroamenbHo.

Yepes 4 z00a npu cayuatinom o6caedosaruy
v1A6.16Ha SeeKan aremus, mpomboyumos (La-
bauya 3). Ipu Y3SH obnapyscero obvemroe
opasosariie 3abprounnHoz0 npocmparcmea pas-
Mepamu 42x49 vm, nodmeepacoenroe npu KT'
u MPT, pacnosazarueecs knepedu om Gprouirol
aopmivi, K3a0u o nieaa nooHces)0ou ol JHee3bl,
u vipacerinsle QuGPysHvie UIMEHEHUA neverl.
Betnoanena buoncun obpasosanus, nonsyuena
Gubposnas mrans ¢ unduasmpayued auMgpo-
uonvtmu Isnemermam. OQbcymoanca duazios
AUMPozparyseMamosa, npu mpenanobuoncun
KOCIIH020 MO32a MOPQPOS0LUUECKUX NPUSHAKOE
aumponposngdepanmusrozo saboresaruq (113)
He 8b1A81€HO.

Euye uepes 200 ommeuero napacmarue npomboyu-
mo3a bes mpocpeccuposarus aremuu (Labauya 3).
IIpu KT ¢ 6nympusermeim xonmpacimuposariuem
pasmeper 06pasosaris, npuiecaneco K ey noo-
aeenydounod acenesvr, 52x41x43 m; Kommypes
Gyepucmure, cmpykmypa 00HopooHas, Haxonierue
Koumpacmnozo npenapama pasromeproe. 1lo-
6710pHaA MIPENanobUONCIs KocniHozo Mosed — MHo-
HoecrIBelbLe 0MO0CABHO AeNcatyie NAASMOYUNIBL
u Heboswutue ux ckonaerua. Vivmynoxumuueckoe
uccnedosariue 6e1K06 C160pOMKU U MOYU — 04U~
eornonansian cammananug (Grappa) Ha gore
NOAUKAOHANHOM 2UnepeaMMarnof)auneMu.
IIpeonpurama nonvimxa 6uoncun sabprouurrozo

Tabauya 2 | Table 2

3aboaeBaHUA, OCAOYKHAIOIIHECA pa3BUTHEM AA aMHUAOHA032

Diseases, associated with AA amyloidosis

Heunndexuuonnsie 3a60AeBaHIA
C XPOHHYECKHIM BOCITAACHHEM

HNudexumnu

Aprpurs!
Pesyanoudneeii apmpum
Anxunosupyrmuii cnonduaum
FOsenunvivii pesmamoudistii apmpum
Cunopom Cruana 63pocaix
Teopuamuyecxcuii apmpum

Iooazpa

3aboAeBaHNA KUIIEUHIKA
Bosess Kpora

Hecneyugpuuecxui assennwiii koaum

Cucremusie 3a60aeBaHIA
Bosesis Bexuema
Vsearosveii noauapmepuum
T ueanmoraemounsiii apmepuum
Apmepuum Taxascy

Pesmanuuecxas nosvumuanzus

ITpouue 3a60oaeBanuA
Caproudos
Cunyceiti eucmuoyumos ¢ MaccusHol
aumepadernonamuedi (boaesis Posau-
Aopgpmana)
Cundpom Lnumyaepa
Tepuoouuecxas auxopadra ¢
agpmIO3HBIM CIHOMAnIUmoM,
Gapureunom u adenunom
Peyuousupynwamyuii uononanmuuecxui
nepuxapoum
SLAPHO-cunopom (curosuum, axre,
YCI)Ae3, 2UNEPOCHIO3, OCHIeUIN?)
Oorcuperiue

Xponuueckue HH@eKIANA
Ocmeosuenun:
Bporxsxmase:
Tybepry.aes
Xporuueckuil nuesonegpun:
Aenpa
TTposencru
Boaesre Yunnaa

3aboaeBanus,
MPEAPACIIOAATAFOIIIIE
K XPOHHYECKUM UH(PEKITHAM

Myxosucyudos
Byuanesnnii snuoepyonus
Ilpumenernue 6/ 6 napromuxos
Er0r0-nodesdommnwi aracimomos
Iapannezun

HmmyHoAedUIUTHBIE
COCTOSHMA, IPEAPACIIOAArAFOLITIE
K XPOHHYECKUM UH(EKIHAAM

I unocamimacznobysunemusn
X-cyennenras
2UN0AMMALNOG)AUHEMUA
Luxanueckan nedmponerusn
BUY-ungpexyus/ CT1HA

Pasauurvie opyene urrtyrodeguyunvr

HacaeacTBennsnie
AyTOBOCITAAUTEABHBIE CUHAPOMBI

HosooG6pasosanua

Cemeiinan cpedusemmomopcekas
AuUxopadka

Tepuoouueckuii curopom,
accoyuuposarsiii ¢ peyenmopor THD
Cunopom nepuoduyeckoli Auxopaoki,
accoyuuposanvlll ¢ KpUOnupuHoM

I unep-LgD-cundpom

Apyeue monozeriwre
aymosocnanumenbiivle 3abo1e6aria

TI'emaTosornueckme 3a60AeBaHmsA
bosesns Kacmaemara
Aumgpoma Xoowrurna
Marxpoenobyaunemus Barsdencmpema
Bo.tocamoraemounsiii neiixos aspocavix

CoAnaHBIE OIIyX0AH
Ienamoma
Toueuran kapyunoma
Adernoxapyuroma aeexux
Adenoxapyurnomuvr scenyoxa
U KumeuKa
Mesomennoma

o06pasosarus Aanapockonuteckum 00cnynom, He_ yoasumaiia
6 C6A3U ¢ MIEXHUYECKUMY 1PYOHocmam. Beinoanena sepxirian
CheOUHHAR AanaporoMus, nonsiKa yoaseHus 3abpromurHozo
obpasosarusn, Komopas makxce e yoarace. Ocymecmenena
AU 1108710pHAA OUONCUA 3a0DHULIHH020 00pasosats, np
2UCHIONOUUECKOM UCCACO0BAMIUI INEMEHNIO8 O11)X0.1€6020 POCIId
re obnapyncerno. IIpu unryrogperomunuposarnun 6via6.1ers!
U3MEHEHUA peaKimusozo xapakmepa. 3anodospera 6oae3te
Kacmaemana, pexomendosana xoncyavmayusn eemamonoea
(He ocymecmeena).

Cnyema eupe 6 s1em 80300106UAUCH HOUHBLE 11071b, CAAOOCHID,
NOABUAOCY OteMerle crom, NoMeEpAn 6 sece 0o 17 Ke 6 meveriue
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deyx mecayes. Coxparngnacy Jeekaq anemus, 6sipancer-
HBLUL 1POMOOYUIN03, 6bIABNCHO SHAUUMIEABIOE NOBBLULEHUE
yposra CPD, ymepernan npomeurypus (Labauya 3). I 1pu KT’
0BHapysIcerivr uIMeneriLe napaagpIaibiivie U NapaKasaivise
aumpanuyeckue ysast. Bross sanodospero AL, « cemano-
102y He 06panuicA.

Ewe uepes 200 napocaa caabocme, nossuanuce boau 6 snuea-
CHIpUL, 3aR0pbL, OMEKU HUNCHUX KOHEUHOCHIEH, COXPANANACY
anemus, mpw\//ﬁoz;umoa, 8b1A6./1610 Hapacnarue nponeuypun
u noswitere Kpeamunura xposu (Labauya 3). Y3 — ze-
namomezanus, OuGPysnvie UsMeHerus napenxumer nevenn
U 100#Ce)00UHOU Jeene3vt; 0GbeMIoe 0Gpasosariue tHa Yposrie
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Tabauya 3 | Table 3

AabopaTopHsie AaHHBIe 60AbHOTO I

Laboratory findings, Case 1

Aara Hbr/a Tp X109/a A x10%/a IIY r/a OB r/a Kp mxmoas/A| CPB mr/a
(120-140) (150-400) (4.0-9.0) (<0,1) (63-84) (60-127) (0-6)
2004 - - - - - - -
2008 90 558 - HeT 85 104 -
2009 107 740 9,6 Her - - -
2015 105 555 - 0,3 84 81 192
10.2016 97 506 10,8 1,9 65 277 -
12.2016 80 1059 13,6 7,7 60 706 142
01.2017 89 395 7,7 6,7 51 1068-581 13,2
03.2018 120 283 - 2,8 62 650 5,0

Hb, eemoenobun,; Tp, mpomboyumvey A, aetixoyumer; 1Y, npomeunypus; OB, obuuii beqsoxy Kp, wpeamumun; CPB, C-peaxmusiuiii benox
Hb, hemoglobin, Tp, platelets; A, white blood cells; I1Y, proteinuria; OB, fotal protein; Kp, creatinine; CPB, C-reactive protein

INULACIPUA, 2UNOIXOLEHINOE, ¢ HEPOBHBIM UEINKUM KOHIIYPOM,
ABaACKYAADPHOE, YBeaUuUeHUe PASMEPOE NOUEK ¢ BbIPANCEHIBIMIU
usmenenuamu naperxumer. I losmoproe uriryroxumuyeckoe
Ucenedosare c160pOMKY KposU 1 Mou — noAUKAOHANHAA
2uUneamMaza00)AUHeMUT, Maccusas Kay060uKo6asn npomenrsy-
pus, mornoxaornanstoll cexpeyu tie rabdero. K1 ¢ nepopae-
HBIM KOHIPACIUPOSatteM — AUMGPDOadeHOnanus AumMpanii-
HeCKUX: Y3106 6 001GCHIH CANBHIUKOBOL CYMKU U 30D 10MUNI020
npocrpancineay cenamocnaeroMeants; OupPysisie usmerenus
nouex. Quepedrasn mpenarobuoncus Kocmozo mosea — 6/10-
puunvie usmerteruA.

Ewe uepes 2 mecaya (cnyema 12 sem nocae nepswx xaunue-
cKux npossaeHut) nayuerm 6wta cocnumanusuposar 6 I’ Kb
umenu C.11. Bomruna.

Ilpu nocmynaenun cocmoanue mancenoe, sano6et 1na 6vi-
pancenty1o caabocims, 201080KpYHCeHIE 8 NOAONCCHUY (110,
CY00poel UKPOHONCHBIX MBLILY, OHEMEHUE CIION U KUCHIE.
Koscnsre noxposer ¢ ceposamo-scenmuvim ommenxom, 4i-
cmee, omexos nen. 1lepugbepuueckue aumgpanuueckue Y311
e nansvnupyromes. Cycmagsr Ha 6ud e usmernersr. Y44
18 6 1 vmun. Avtxcarnue sesuryaqproe, nposodumca 6o éce -
deavt, xpunvt me vreayuusarmca. Tonv: cepoya ymeperiro
npuenyutensts, pumm npasuasriet, YCC 80 yo. 6 mumn, A
130/ 70 sam pm.cm. 2Kusom yseauuen 6 obeerme, maexui, Ges-
bonesrennerdl. 1 lewens svicmynaenm va 6 cv u3-nod pedeprod
dyeu, Kpatl naommwiil, besbosesrernvril. Ceneserika re naip-
nupyemea. 1louxu e nassnupynomcs, ouypes do 2 1/ cymiu,
Moua 00br41020 yeenia.

Ipu o6caedosanuu suiasacna anemusn chedie manecni,
deqpuyunmr sicenesa, 8uipanceriviil MPOMOOYUII03, SHALUNIENb-
roe noswiueriue yposria CPB, negpomuueckui curopom (HC)
u npocpeccupywugan noveuran redocmanmourocns (1L abauya 3).
Crpurure na BUY, cor0pomounsie cenamumet i cugunic —
pesyavmanvr ompuyamensisze. IKI, Dxo-KI', KT opearos
epyonodl kaemru — bes snavumoti namonozuu; I AC — 6a-
puKosto pacuupernsie senst nuwesoda 1-2 cmenetily Koa0Ho-
cKonus — 0e3 cymecmeenvix ocovernocmed. Bsama buoncusn
06eHadyamunepenioll 1 m0Acm0l KUUKY Ha aMuaouo.
Kaunnuecxoe cyscdenne: naubonee seposmmsim npeo-
cmag.aanca duazios boaesnu Kacmaemana, ocroncnusuedicn

AA amunondosom ¢ npeurtympecmseriim nopasceriem nouex
u neder.

Aeuenue: nocae npedonepaynornroi nodeonosKu 6uinoamHeHa
onepayus — Aanaporiomus, yoaaenue 06veMoco 06pasosaris
sabpromurrozo npocmparcmea (Puc. 1, 2). Mnmpaonepayu-
OHHO 8bINOAMHEHA NYHKYUOHHAAR GUONCUA NEUEHU U Pe3eKyUA
yuacmKa canviuxa.

B nocaconepayuornrom nepuode 6 ceasu ¢ napacmarmem no-
weuroll 1edocmanouHocIl Hakamel npoyedypul ceMoOUaNU3a
TA).

Tucmonozuneckoe uccaedosanue onepaynonnozo u bu-
oncuiino20 mamepuaia.

1) Csemosan muxpockonus 8vinoarena Ha napagurossix
cpesax: ¢ 20mosbx napaguossx GA0K0S ¢ UCHONB308a M
oxpacox H& = u Korzo-xpacrvim.

Sabpruiunoe o6pasosanue u auMPamuyeckue Y3 bl

(Puc. 2-5): xonenomepam aumepamuueckux ysioe ¢ peko
svIpaciceHHoll cunepnaastet, ¢ 861xX000M AUMPOUOHOU 1IKar
3a npedeavt Kancyavl, ¢ 6b1pasceHbIM NEPUHOOVAAPHIM Dec-
Monaacmudeckum xomnonetimom. Obuaue aum@pouonsix
PONNUKYA06 ¢ Pa36UmbIMU CECHNBIMIU 2EPMUHAINUEHBIMU

Puc. 1. Koursomepar AumcpaTHIECKHX Y3A0B, XOA OIEPAIHH
Fig. 1. Lymph nodes conglomerate, surgery
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Puc. 2. YaaseHHBII KOHrAOMEPAT AUM(PATUIECKUX Y3A0B,
MaKpoIIpernapar

Fig. 2. Lymph nodes conglomerate, unfixed gross specimen

yermpanmts, cooepxanuMy amop@Huill c1ado-203uHoDUALHbII
Mamepuan. Kaemouneidi cocmas eunepnaasuposariiod aum-
POUOHOIL 11Ka Npeocas.ier npeUMYuecIeno naasManii-
YECKUMY KACHIKAMI ¢ O0UABHOU YUMIONAasMOl i PaduanbHo
Opeanu308aribiM XPOMAnunoM 6 IKCYeHPUHO Pacnooscer-
HOM A0Pe; MHO204UCACHNBIE NAAIMATNULECKIE KACHIKU ¢ 20MO-
2enHoll Kpynmoi 303%71056;//1571012 mo@/ﬂoﬂ 8 YUmonaasme —
meavya Paccena, ¢ mendenyuesl K A0Kasusayu 6 301ax
2ePMUHAIMUBHBIX PONAUKYAAPHBLX YeHnpos. Auggystoe
Maccustioe omaoncerine Koreo-nosumusiozo comozenrozo bec-
KAE041020 Marmepuand ¢ 0601HsIM JYHENDEAOMACHUEM 6 10~
JAPUI0BAHHOM C8€/1E — AMUAOUOA — 6 MENPONNUKYAAPHBLX
30HaX U 6 CBCINNBIX EPMUHAMUBHBIX YEHMIPAX POSNNUKYA08.
Crmenrcu apmepuon u apmepuii MeaK020 Kaaubpa pesio ymo-
wenvl 3a cuen euneprpohl MultledHoz0 04 U 01A09CCHIA
amua0uoa.

Puc. 3. Kouraomepar anmdaTuiecKux y3A0B,
THIIEPIAASUPOBAHHAA U3MEHEHHAA AUM(OUAHAA TKAHb.
T'emaroxcuann-3o3un X100

Fig. 3. Lymph nodes conglomerate, atypical lymphoid tissue.
H&E %100
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Puc. 4. Koaraomepar Anm@aTuaecKux y3A0B, OTAOYKEHHE
ammaonaa. Konro kpacuerii X100

Fig. 4. Lymph nodes conglomerate, amyloid deposition.
Congo red X100

Puc. 5. Kouraomepar anmdaruieckux y3A0B, OTAOYKEHHE
amuaonaa. KoHro kpacHslii B oAspusoBaHHoM ceere X100
Fig. 5. Lymph nodes conglomerate, amyloid deposition.
Congo red polarized X100

Puc. 6. CaabHUK, OTAOKEHHE AMUAOUAA.
Komnro xpacusrit X100

Fig. 6. Omentum, amyloid deposition.
Congo red x100
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Puc. 7. CaabHUK, OTAOYKEHHE AMHUAOHUAQ.
Konro kpacHslii B mosapusopanHom ceere X100

Fig. 7. Omentum, amyloid deposition.
Congo red polarized X100

Puc. 8. ABeHaAIaTHIIEpPCTHAA KHIIIKA, OTAOXKEHHE AMHAOHUAA.
Komnro kpacusrii X200

Fig. 8. Duodenum, amyloid deposition.
Congo red X200

Puc. 9. ABeHaAnaTHIEpCTHAA KHUIIIKA,
OTAOYKEHHE AMHAOHUAA.
Konro kpacHslii B moaapusoBanHoM cete X200

Fig. 9. Duodenum, amyloid deposition.
Congo red polarized X200

Puc. 10. ToAcTas KALIKA, OTAOYKEHHE AMHUAOHAA.
Konro xpacusrit X200

Fig. 10. Colon, amyloid deposition.
Congo red X200

Puc. 11. ToAcras KHIIKA, OTAOYKEHHE AMHUAOUAA.
Konro xpacHslii B moaapuzosanaom csere X200

Fig. 11. Colon, amyloid deposition.
Congo red polarized X200
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Puc. 12. Konraomepar AuMpaTUIECKUX Y3A0B,
skcnpeccusa AA KOMITIOHEHTA B IPOEKIIUU OTAOYKEHHUIA
ammaoupa. MimmyHsomnepoxcuaasuelii MmeToa X100
Fig. 12. Lymph nodes conglomerate, expression of
A-component in the areas of amyloid deposition.
Immunoperoxidase X100

Puc. 13. I1euens, sxcrpeccusa AA KOMIIOHEHTA B IIPOEKITUU
oTAokeHUi amuaouAa. iMmyHonepokcuaasHpiii metop X100
Fig. 13. Liver, expression of A-component in the areas of
amyloid deposition. Immunoperoxidase X100

Puc. 14. Caspnuk, skcupeccus AA KOMIIOHEHTA B IIPOEKIAU
oTAoXKeHUA aMuAOuAA. MIMMmyHOIIepokcuAas3Hbiin MeToA X100

Fig. 14. Omentum, expression of A-component in the areas
of amyloid deposition. Immunoperoxidase X100
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Lleyens: donvroso-6anouroe crpoerue Hapyuero 3a cuen ough-
PDY3H0-04a206020 HEPABHOMEDHO20 BbIPAINCENI020 O1AONCEHNUA
aAMUAOUOG 8 NOPINANBHBLX INPAKINGX, YEHINPaX 004K, CUHYCO-
UoanbHbIX 1 NEPUCUHYCOUOaNbHBIX Hpocmpaticmeax. CrierKu
apmeputi MesKozo U cpedrieco Kaaubpos sHauumenso ymo-
wensl 3a cuen OUGPY3HO20 MPAHEMYPANLHOZO 0IA0HECHUA
amunouda. Cpenku Yyenmpansnsrx e pesko ymoauers:
3a cuen MaccusHozo 0mA0MCeHUsA aMUA0UOd.

Cansriux (Puc. 6, 7): scuposas mixans ¢ 0ugp@dysneim 1epasto-
MEPHBIM EbIPANCEHHBIM OIAONCEHUCM AMUAOUA 6 NEPUYe-
ANAPHBIX NPOCTHPAHCINBANX U CHICHKAX apriepuo U aprrepuil
6cex: Kaaugpos.

Asenadyamunepemmnan xumra (Puc. 8, 9): 6 cobemesenton
MAGEHIUHKE CAUSUCHION 060N0UKI U CIIEHKAX apimepton Mea-
K00Yaz060e HeSHAUUIIEABHOE ONL0NCEHUE AMUAOUIA.
Toacman xkumxa (Puc. 10, 11): 60016 basansroi membpatris:
INUMENUA, 8 COOCINBEHHON NAQCIIUNKE CAUUCIION 000.104KY
U CIIEHKAX apmiepuon MyAsmpoKanssHoe YMepeHHoe 0a0-
sHeeHe amua0ua.

2) Mlmmynocucmoxumuteckoe uccaedosariie 6uinoamnero
Ha napaguHossIx (hesax: UMMYHONEPOKCUOAZHBIM MeI000M
¢ UCnONB308arUeM anmumen K A-xomnonenny amuiouoa.
Bo scex svimeykasannvix yuacmrax omaoncerua amunonda
dugppysnas cpanysapnas svipancennas +~++ sxcnpeccus
A-xomnonenma amuaouda (Puc. 12-14).

Sararyenue: boaesns Kacmaemana, naasmoyumapreiii mun,
¢ nopacenuem 3abprouunisLx AuM@panuyeckux Y3106, AA-
AMUAOUO03 ¢ NOPANCHUEM LUNEPNRAASUDOBANHBLX 3a0PHOUUH-
HBLX AUMPamUnecKux Y3106, neuetitl, casvurd, moacnon
U 08eradyamunepennol KUK,

Kaununwecxusi duaznos

Ocrosrioe sabonesarue: 6oresns Kacmaemara, naasmoyumap-
Htll MU, ¢ noparceruem 3a0prOmunILIX AUMPaIuUecKux
y3.108. Cocmoanue nocae Yoanenusn Koresomepama AumMepa-
TIUMECKUX Y3106 3a0p10MUNI020 NPOCHIpancinea.
Ocaooerenua: AA amunoudos ¢ nopaskeruem novex, zunep-
NAGUPOBANHBIX 30D IOULUHIGIX AUMPAIUYECKUX Y3108,
newenl, cansHuKa, moacmo KUUKi, 06eHadyamunepemnon
KuuiKu, nepugbepuyeckor 1epsrot cucmemst. Hegppomuuecxuti
cundpom. XbBI1 5. Tlopmanvran cunepmensus. I losunei-
ponanun. Arnemun cpedreds cimeneru mancecni.
Aanvuesimee sewenne u nabardenue: ¢ mapma 2017 200a
00 Hacmoamezo epemeriy nayuenn noaydaen aederue npo-
epammreim 1A 6 ambyaamoprom duanusmom yenmpe u Ha-
barodaemen ambyaamopro 6 1’ Kb umenu C.I1. Bomxuna.
Cocrmonmute y008.11m80pUMIEAHOE, NPUOABHA 6 8¢ce, BEPH)ICA
x patbome. Ocmamounwiii duypes do 700 ma/ cymiu, anemusn
Komnercuposaria, mpomboyumee u CPb 6 nopme (Tabauya 3).
I Laanupyemes mparcnaanmayus nouxu.

Cayyaii 2. boavnas X., 42 rem

Hcmopus saboaesanus: B 2007 ¢. npu ducnancepusayuu
65186161 DeCCUMNIMOMIBLI 1MPOMOOYUNI03, 6 Dablieliuem
nocmenerno wapacmasuiuii. Yepes 4 coda npucoeduruica cyo-
ebpunument, aremuu te 6v1.10, MPoMGoYUNI03 NPOO0ANCAN
Hapacmanis, 8u1a6.1¢Ho nossiuerue yposua CPD (Tabauya 4).
Euwe uepes d6a z0da passunocs scenyoourno-xumeurioe xpo-
omeUenne ¢ 6vIpasicenoll aremuell, 6v1A6a¢eH PpO3UEHLII
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Tabauya 4 | Table 4

AabBopaTopHbie AaHHBIE 60ABHOM X.

Laboratory findings, Case 2

Aara Hbr/a Tpx10%/a | Ax10°/s |CODmm/u| IIYr/a OB r/a |Kp mxmoas/a| CPB mr/a
(120-140) (150-400) (4.0-9.0) (2-15) (<0,1) (65-85) (53-97) (0-6)

2007 139 452 6,7 5 HET 66 92 -

2011 146 985 6,7 10 HET 68 86 22
03.2013 70 1099 11.4 45 HET 70 78 24
05.2013 87 1281 12,1 25 0,03 71 89 -
01.2015 93 199 37 90 0,79 77 77 37
11.2015 91 223 33 105 1,76 55 60 35
03.2016 86 254 3.8 71 36 58 188 73
06.2016 61 173 4.5 75 6,0 54 417 190
06.2016 106 236 4.4 70 34 57 463 186
07.2016 94 220 7,5 72 - 53 783 139
05.2017 119 239 11,3 10 - 77 330 1.2

Hb, zemoenobury Tp, mposmboyumer; A, aeiicoyumer; COD, ckopocms ocedanus spumpoyumos; I1Y, npomeunypus; OB, obmuii beaox;

Kp, xpeamunun; CPB, C-peaxmusneiil besox

Hb, hemoglobin; Tp, platelets; A, white blood cells; COD, erythrocyte sedimentation rate; 1Y, proteinuria; OB, total protein; Kp, creatinine;

CPB, C-reactive protein

eacmpodyoderun. I lonyuana uneubumoper npomorrot novne:
U npenapamsl Jenesa 61yNpPy, amemus CYoKoMueHCUPosad,
00naxo mpomboyumos npodoacas napacmane. Ilpu Y3
swLABACHA CnAeHOMeanUA (naomads ceaesenku 87,5 mm?)
u obweymoe obpasosariue cesesenku 68xX65x68 mm. Ber-
noAHeHa MPenarobuoncis Kocmozo Mosea, 6s161€H0 N06bI-
wuenne Koauuecn18a Me2aKapuoyunios ¢ 4epmamis. anmunii.
Auwazocmuposana sccenyuansviias mpomboyumemus, 6 Mae
2013 ¢. Havama mepanua urmepdeporom-a. Temnepamypa
Gb1c1IPO HOPMANUI08aNAC, KONUUECHIBO MPOMOOYUINIO8 CHUl-
3UN0CH 00 HOPMBL, 1O COXPAHANUCL AHEMUA U NOSbIIULEIIE
yposna CPD, enepsuie svias.aera Hebovman npomeunypus
(Tabauya 4).

Yepes 2,5 200a om Havana mepanuy unmep@eporHom-a, Kou-
©ecneo mpoMOOYUIN08 0CIIABANICH HOPMANLHBIM, NOABUAUCE
OMIEKH. HUNCHUX KOHeu 0chIel, 661461610 Hapacmiartiue nponze-
urypun, urmepgpepor ommerier. Kpeamunurn kposu ocmasaca
6 nopme. Ilpu Y31 obnapyscero yseauuenue pasrmepos o6-
pasosarus cenesericu 00 85x73 mm.

Euwe uepes 4 mecaya cpopmuposanca HC, snepsvie omme-
uero nossulerue yposwa kpeamununa kposu (Tabauya 4).
Betnoanena 6uoncus nouxu, éstaeaern amusondos. Ilpu wm-
MYHOXUMUUECKOM UCCACI06AHU CbI80DOMIKU KDPOBU 1 MOYY
MOHOKAOHANBHOT CeKDeyut He HatldeHo.

Euwe uepes 2 mecaya (cnyema 9 sem nocae nepswix xauru-
Heckux nposseHul) nayuenmka 0eiaa cocnumasusuposanad
6 I Kb umenn C.I1. bomkuna.

Ilpu nocmynaennu: cocmoanue mancesoe, memnepanypa
mena 37,1°C, warober na crabocms, omexu, 6041 6 1€60M
noopebepre. I Lonusncerozo numanus, Koxa O.aednas, omexu
e koneurocmet. 1lepugpepuueckue aumgpamueckue
Y3162 He NANBIUPYIONICA, CYeassl Ha 8u0 He usmerersr. 44
17 6 1 mun, dvixanue 6e3uKy1qproe, nposodurnia 60 ce or-
oenst, xpunos vem. YCC 78 1 mun, pumm npasuavisiil,
AA110/70 ymm pm.cor. 2Kusom mackudl, uyscmsumensitii
6 /160 nodpebepue, naspnupyenica_yseauuernas naomHaa

cenesertia, nevens e yseauyeria. Auypes 900 ma/ cymu, moua
0014020 Y6ema.

Ipu 06caedosanuu sviasaenee HC u mancenan anemus,
mpomboyumer 6 wopme, yposerns CPD pesio nossiuten, onm-
Meuero danvretimee Hapacmare Kpeamununa kposu (1a-
bauya 4). Permeerozpagpun epyorod aenicu, DKL, Dxo-KI,
DI AC, koaomockonus — bes cympecmeserron namonozu. Y311
u KT opearos Gpromroti nosocmu — svipasierian cnieromeza-
U, MACCUBHOe 2UN03X02erH0e 06Pa306atte cene3eKil.
Kaunuuecxoe cyscdenue: naubonee seposmmvim npedcmas-
JANCA OUALHO3 MUCAONPONUDEPANIUBHO20 3A00.1€6a1UA, 0610
HUBIHLECCT XPOHUUECKUM abeyeccom ceseserii ¢ passumuem A
aAMUNOUO03a ¢ NPEUMYIUYECINEEHHBIM NOPAINCEHUEM NOUEK.
Aeuenue: nocae xoppexyuu aremuu vinoaHeHa onepa-
yus — cnaeHIKmomuA. Yoanennan ceaesenxa pasmepamu
160x120x90 Mmm ¢ naomimstim 0KpyeaviM cepo-swe-
metm obpasosanuem 0o 90 mm 6 duamempe (Puc. 15).

Puc. 15. Ceaezenka, HoAyApHOE 0Gpa3oBaHUe.
Maxponpenapat, popMaAHHOBaA (PUKCAIIUA

Fig. 15. Spleen, nodular mass, formalin-fixed gross specimen

Hedponorua n guanus - T. 20, N23 2018 303



LLkona Hepponora E.B. 3axaposa, B.B. beauh, E.B. LWyros, M.H. Hukutun, C.B. fonosuuckmit, .A. Munoceppos, M.C. Cumorosa, O.A. Bopobbesa

B nocaeonepayuorrom nepuode ommeuerio beicrmpoe rapacma-
Hue Kpeamunuiia Kpos, Hadamo aeverue 1./,
Tucmonozuneckoe uccaedosanue onepaynonnozo u bu-
oncuiino20 mamepuaia.

Ceaeserxa (Puc. 16-18)

1) Ceemosan murpockonus: uccaedosare 661n04HEHO ¢ 20110-
601 napapunoseix 6.,10x06 ¢ ucnonssosarem PAS-peaxyuu
u oxpacku Koneo-pacnsim. Coaumaproe reonyxosesoe cocy-
oucmoe 06pasosarie ce1e3eHK M, NPEOCIIAB.AEHHOe COC)OUCIIBIMI
npocmparicmsamis weaesudnot, 0KpY2a0l U HenpasuabHOU
9ﬁ0pMz;z, OKDYHCCHNHBIMU KOHYEHINPUUECKUMU MACCUBHBIMYU
Kosnazerosvimu soa0kHamu. Cocyds: pacnonodcerst 6 naom-
HOU UGPOSHOL CrpOME ¢ MUOPUGPOOAATIAMU. 1 CKONACHUAMY
NAAZMAIUHecKUX KAenI0K, AUMGPOYUNI06 1 2eMOcUdepoPpazos.
B empome u cmenxax cocyoucmerx cmpyxmyp obpasosarun
Maccustoe Ougpdystoe Hepasromeproe omaoncerite Koreo-no- Puc. 16. Cesesenka, HoAyAspHOe 0GpazoBanue —
U020 20MOZEHHO20 beCKAENIOUHO20 Mamepuaa ¢ 0801HbIM CKACPO3HPpYIOLIAA AHTMOMATOMAHAA HOAYAAPHAA
JYHENDENOMAEHUEM 6 NONAPUIOEANHOM C6€E — aMUAOUIA. rpanccopmans. PAS X100
Oxpyarcarompas coxpariras mxarsy cenesenxu cyomomansiio 3a-
Mewyera 010 HUAMY aMUA0UIA.

2) Hmmyroeucmoxumuteckoe uccaedosarue: 8u11n0AHeH0
Ha napadunossix cpesax ¢ UcnONbI08AHUEM aAHIMUNIEN
Kk A-xomnonernry amuaonda, CDS, CD31, CD34, CDG6S,
CD163, 1gG4, sumennmuny, decrmutty, a-axmumy, eaadkomesl-
weuroMy anmuzeny u tedpon-cneyuguunol snoase. B yuacm-
Kax: om.a0cenus amuaonda ougppysias seipasierias (3+)
sxenpeccus A-xomnonenma amuaouda. CDE+: edunuunvie
T-saumpoyumer cmpomer. CD31+: sxenpeccun duggysran
BvIpaAdNCCHHAA paSHOMEDHAR 8 IHOONIEAUN COCY008 (apmepuil,
apmepuo, 6eHyA, Kanuilapos HecunycouoHozo munad), 6 ie-
MHOLOYUCACHHBIX Makpodazax: cipoMassHoll uHPUALIIpa-
yuu; CD34+: sxenpeccus dugpgpysias ssipascenan pasio-
MeEPHAA 8 IHO0mEAUI Beex COCY008 (apmeputl, apmepuo, 8¢y,
Kanuaaapos Hecunycouonozo muna), 6 HeMHozouucaeH oL
Marpogpazax: cmpomanvion unguasmpayun; CDGCSE+: ne-
MHOOYUCACHIHBLE KACHIKU CIPOMAanviioll ungusvmpayut;  Puc. 17. Cesesenxa, CyGTOTAABHOE 3aMEIIIEHIE AMHAOUAOM.
CD163+: sxenpeccun dugpghysman svapancennan 6 Kaemax Kouro xpacuprii X100

CMPOMAnbHOl UHDUALIPay Yy SUMeHMIUH+: IKCHpeccun Fig. 17. Splenic tissue sub-totally substituted by amyloid.
Quppysran evipanceras PasHoMepHan 6 IHomenun cocy0os Congo red X100

U KAEHIKAX CHIpoMbly A-akmiun: IKcnpeccisn duggysnan svipa-
HeCHNAA PABHOMEDHAR 6 2/AOKOMBIIUEUHBIX KACHIKAX CIEHOK
apmeputl, apmepuo u 6ery;

2Aa0KoMbLHe U HBIT anmueer: IKCnpeccun OUPPy3Han 8vipa-
HCEHNAA PABHOMEDHAS 6 2/1AOKOMBIIUEUHBIX KACHIKAX CIIEHOK
apmeputl, apmepuon u semyy Helpon-cneyuguunasn smosasat:
IKCHPeccis 04az08as, YMepeHan 6 KAenKax cipoMaiviol un-
Guavmpayun. ~LoscHonosumusan MesKozpanyAgpHas cAUs-
naa sxenpeccusn IgG4 6 yuacmuax omaodcenus amusonda;
dechum — ompuyaniensHo.

Houka (Puc. 19-22)

1) Ceemosas murpockonus: uccaedosarie 6611041eH0 ¢ 20-
706020 Napaduro6ozo 0A0Kd, ¢ UCHOABI0EAUEM OKDACKY
Konzo-rpacrvim. 42 xayboura, us nux nosrnocmero ckaeposu-
posarst 3 kaybouxa, 8 7 xaybourax — ceeMeHmapHuiil ckaepos
¢ epybvivu champeruamu ¢ kancyaot kaybouxos. Ocmasueca

Fig. 16. Spleen, nodular mass — sclerosing angiomatoid
nodular transformation. PAS x100

Puc. 18. Cesesenka, cy0TOTaABHOE 3aMEIIEHHE AMUAOUAOM.

KAY60uKU PesKo YeenuUervl, ¢ 00HOKOHMYPHOU KanuiLgpHol Konro kpacHbIii B ToAapusoBaHoM cBete X100
CenKoil; 6e3 npusHaros SH0oKanuaAApHoll u Mesaneuans-  Fig. 18. Splenic tissue sub-totally substituted by amyloid.
HOUl 2UneprAemounocm; bes Popymuposarnus noayAyHiuy Congo red polarized X100
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Puc. 19. ITouka, MaCCUBHOE OTAO’KEHHE AMUAOHAA
B KAyOoukax u cocyaax. Konro xpacusrii X100
Fig. 19. Kidney, massive deposition of amyloid in the
glomeruli and vessels. Congo red X100

Puc. 20. ITouka, MACCHBHOE OTAOYKEHUE AMUAOUAA
B KAyOOUYKaX U COCYAaX.
Konro kpacHslii B moaapu3oBanHoM cBere X100

Fig. 20. Kidney, massive deposition of amyloid in the
glomeruli and vessels. Congo red polarized X100

¢ QU DY3HBIM BHIPANCCHNBIM PaACHLUPEHIEM ME3AHIUANBIOZ0,
Y0310~ U CYOINUMENUANBIO20 HPOCIEPANCINEA 3 CHEN! HAKO-
naenus amuaounda. B unmepcmuyuu u 60040 my6yaapivix
basansnex Membpar MyasmugoKanstoe yyeperiroe om0
swerne amuaouda. CreHKu apmepuos u apmepusi Mmexozo
Kaaulpa Koprosozo 1 Mo3e06020 C10e6 PesKO Yir0ayeHsl 3a cuem
TIPAHCMYPANBHO20 01LA0INCEHUA AMUNOUIA, € PESKUM CYIHCEHUEM
npoceenia cocydos.

2) HUmmynogpamopecyenmmoe uccaedosanue: 61n04-
HeHO Ha napadunossix cpesax ¢ ucnoavsosanuem FITC-
Konvroeuposarnvex anmumen x desoseveckum IgA, IeG,
IeM, C3, Clq, gpubpurny, seexum yenam kappa u lambda.
B yuacmixax omnomcerus amunonda wecneyuguyeckan sxcnpec-
cun IgG+++, kappa+-+, lanbda+. B yuaunopax sxenpeccusn
kappa++ u lambda++.

3) Mmmynozucmoxumuyeckoe uccaedosarie: 6uinoamero
Ha napa@unosrix cpesax ¢ ucnoAbI06anueM aAHMUMIEN

Puc. 21. ITouka, akcripeccus AA KOMIIOHEHT2
B IIPOEKIIMU OTAOXKEHHI AMHAOUAA
B KAy0OUKe 1 CTEHKE COCyAA.
HMmmyHOIIEpOKCHUAA3HBII MeToA X100

Fig. 21. Kidney, expression of A-component
in the areas of amyloid deposition
in the glomerulus and vessel wall.
Immunoperoxidase X100

Puc. 22. ITouxa, sxcrpeccus AA KomoHeHTa
B IIPOEKIIMH OTAOKEHUM AMHUAOHAA
B KaHAABI[AX U CTEHKE COCYAOB.
HMmmyHOIIEpOoKCHUAa3HBII MeToA X100
Fig. 22. Kidney, expression of A-component
in the areas of amyloid deposition in the tubular
basement membranes and vessel walls.
Immunoperoxidase X100
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Kk A-xomnonenmy amuaouda. B yuacmicax omioncerus amuso-
uda dupysan svipascerinan +-+-+ sxenpeccun A-xomnonenma
amusouoa.

Baxaryenue: ckaeposupyonfas anenomManononas Hooyagp-
Hasa mpancgopmayun ceqeserxu (SANT). AA amuaondos
cenesenKu ¢ YOmomanbbiM samenyerinem besoll u Kpacroi
nmyavnst, 0UPPYsviM Maccusreim denonuposariiem 6 SANT.
AA amunondos nouex ¢ mancesviy nopasieruem Kay6ouxos,
apmepuos U MeAKUX apmeputl, ¢ YMepernsIM noparceriem
Karaavyes u unmepemuyus

Kocmmeri mose.

Iepeciomp mpenaroboncuu xocmroeo mosea om 2013 .. yge-
AUHEHUE KACIIOK SPat)I0YumapHozo pocixa. Dpumpoudusiii
PocmoK co ckonsenusaMu HOPMOGAGEIIUHECKUX IPUMIPOOAAIHI0E.
Bepasncernasn npoaugpepayus mecaxapuoyumos, saemennot
MezakapuoyumapHozo pocmKa pacnoaoxers: uHmpanipade-
KyAPHO — paccesno u 6 sude Hebosvuiux ckonaenut. Meea-
Kapuoyuner ¢ nosUMOIPGHuIMU YePIIami anunui — KAenKu
pasauurozo pasmepa c euno- u eunepceeMenIuposanbIMUy Hop-
MOXPOMHBIMU AOPAMHU, HPEUMYIYECIIBEHHO KPYNIbLE U 2Uea -
CKe POPMbL ¢ UNEPCCLMEHINUPOBAHHBIMY HOPMOXDOMHBIMY
Adpami, 3Hauumesvioe KoAuUec80 besvadepHbx Gopm, te-
Komopvie Mezaxapuoyumivl ¢ npusHaKamis IMnepuonoiesa.
Mesxue numgpoudnsie u spesvre naasmamuteckue KAenKu
pacceanst uHmepemuynansHo.

Sararguerie: Mueaonposugepanustoe 3abosesarue.
Aansvnetimee obcaedosanue: T1LIP svrasuna 1% raemox
cmymayuedi V'617F eera JAK2; symayun cena CALR u y-
mayuu W5151.)K eera MPL. ne ob0Hapycerivr. Berasaers
anmumena k supyey Onumein-bapp: anti-EBV [eG-EBN.A
>600 Eo/ma u IgG-17"CA >750 Eo/ma; anti-EBV [gM-
V'CA 6 nopme; I'LIP AHK EBL” — ompuyamenviias.
Kannunweckui duaznos

Ocrosroe saboseearnue:

1) Decenyuanvnan mpomboyumemusn, cocmoanue nocae
urmepgeporomepantiy

2) Cruaeposupyronfas anzuomanondrnas HodyApHas mpare-
Popmayus cenesenKi, cocromue n0cae CHACHIKINOMU
Ocaomenenns: AA amunondos ¢ nopasxcenuem cenesenx,
nouex. Hegppomuuecxusi cunopom. XBIT 5. Anemun ma-
Heen0ll creneHu

Aanvneiimee newenne u nabadenue: ¢ aszycma 2016 200a
00 Hacmoamezo spemen nayuennKa noLydaen aeyerie npo-
spammmrim 1.0 6 ambysamoprom duanusiom yermpe u ra-
barodaemen ambysamopro 6 1'Kb umenn C.I1. Bomxuna.
Cocmonnue yoosaemeopumensioe, npubasuia 6 eece, 6¢pHy-
sacy K pabome. Amnemus cybromnencuposaria, mpomboyune:
u CPD 6 nopme (Tabauya 4). I Lianupyenca mparcnaarnma-
Yua nouK.

Cay4aii 3. boavnoii b., 22 rem

Hcmopus 3abonresanus: ¢ pariezo deninisa miozokpanimsie
Gporixumel ¢ AUXOPadKotl, nocaadaenue cnyaa, OUazHoUpO-
sart myxosucyudos, zenomun N1303K/ E92K (myxosucyudos
¢ NAHKDeanuueckotl Heoocmanoyocniv0), 6b146.4e1H0 UHPUyl-
posariue Burkholderia cepacia complex. Ilosywan unearayuon-
Hb16 MYKOAUIIUKI, 3AMECIIUINICNBHYIO PEPMEHIINYI0 1116paniio,
NEPUOOUUECKH amubuonuxi.
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B sospacme 19 aem ouwacnocmuposarna mepmunansran
cmadua nopascenus aeexux. Yepes 200 (6 ansape 2016 ¢.)
6 HMUIITul1O um. axademuxa B.M. Illymarosa ssi-
noneria ABO-udenmuynas 0syemoporian nocaedosamensiias
mparcnaanmayus aeexux. Vndyxyuonnan urmynocynpeccus
6KAIYANG UHIIPAONEPAYUOHHOE DOAIOCHOE 66¢0eHHe MenItA-
1peOHU30.1011a 1 BASUAUKCUMAbA ¢ NOCAEOVIOUIUM HaSHAYEHUEM
MENIUN-TPEOHUION0HA U IAKDONUMYCA 61HYIDb, 1POE00UNACY
maraice anmudaKmepuaIvias i npomusosUPYcHas mepaniis.
B parrers nocaconepaymorrom nepuode neperec OILL, noay-
uan saevenue 171 ¢ nocaedyromum soccmaroeaernuem @ynxyuu
novex. Aevunca u nabarodascs 6 HMULITub1O um. axa-
demura B.H. Lymarosa

Chnycmsa mecay nocae mparcnaanmayun 1ezKux paseusace
apmepuanvas cunepmensua U noA6UNACk HeEPON0UYeCKdA
CUMPIOMAuKa, OUAHOCIUPOSAH CUHOPOM 3adHel o6paniu-
Mot snyepanonamun. Taxposurtye Gvrn ommener, nasnavena
MUKODEH0.106a7 KUCAOMA, NOAYHAN IIAKICE ZUNOMEHSUBHY 0
U HeQ@POnPOmMeKmUsHY10 mepaniito U npomusocy0oposcHsre
npenapamsl, 1e6pOA0ZUYECKAR CUMNIIOMAMIUKA pezpecci-
posana, AA cmabuausuposanocs, 00HaKo 4epes HeckobKo
OHell passusicsa INU300 0C/PO20 OMIMOPHCCHUA N€20UNBIX
Mmpancnaanmanos, Kynuposanuiil 60110CHsM 66€0eriueM
Memua-npeonusonona. B pannem u omoanernom nocaeone-
payuorom nepuode ommedanucs nu3ods: duapey 1-2 pasa
6 MecaYy, pacyenusaemsie Kak npossaeHiue 0cHo6H020 3abo.e-
anus u noboyroe dedcimsue Muxogeron06od xucaomuvr. Boi-
AsAena npomeurypus 3-7 ¢/, @ynxyus nowex ocmagasace
_Y0osaemeopumensod.

Yepes 4 mecaya nocae mparncnaarmayun 1e2Kux 6 c643u
¢ BUICOKUM PUCKOM OIIINOPIHCEHUA IMPAHCHAAHINAMIO08 HA3Hd-
uer I6epoaUMYC ¢ nodoepacarinem 0a3osoil Konyenmpayuu
4-8 re/ ma, Pynryus secounvix mparcnianmianios ocmasa-
acb Y006./€mB0PUMENBHO.

Yepes 15 mecayes npumenenus 36eposumyca noasuanuct Mac-
cusnwe omexu, svraaer HC (npomeunypus 19 ¢/ cymru,
anvbymun kposu 18 ¢/ 1), napymenue Gynxyuu novex (kpe-
amunun kposu 250 mxmons/1). Popmuposanue HC pac-
yereno Kax caedcmsue npumererua 36epoanuMyca, npenapan?
ommerien, yseauyena 003a memua-npeonusonona. B darsned-
wem UMMYHOCYRPeccUsriasn mepanis npo6oodutacy KoMoura-
yuers memua-npednusonona 20 e/ cymu u Muxoghero.10801
xucnomer 1440 e/ cymxcu. Conymemsyrouman mepanus 6x110-
Yana 6aneanyuKaosup, OuypenuKi, 6aokanopsl peyenniopos
arenomensuna 11, cacmponpomexmopea, eenamonponexnoper,
Kemoartanoeu amuroxucaon. HC nepeucnmuposan.

Ewe uepes 2 mecaya nocae nozpeuriocmu 6 dueme passuiacs
Ouapes, auxopadka do 40°C. I layuenm 611 sxcmperio co-
cnumanusuposars 6 1’ Kb umenu C.11. bomruna.

Ilpu nocmynaennu: cocnmonnue mancenoe, JHaro0ut ta caa-
bocne, wacnorii scudKull cmya, 03Hobst. Kowea daednan, wu-
cman. Hlemomen, svipancennas ampodpusn mututy. luyo 1y-
Ho0Gpas e, 00)11.106a110¢, MACCUEHBIE O1EKU 20A€HEH U CIION.
B secxcux sesuryaaproe dvexcarie, nposodunica 6o sce omdenst,
6 HUINCHUX 07720e1aX ¢ 00EUX CIIOPOTL HEGONbII0E KONUYECHIE0
HE3BYUHBLX MEAKONY3bIpUamslx 6AaxcHsLx xpunos. Cepoey-
nwre morer Acrivee, pumm npasuavtivd, YCC 80 6 mun.
AA 130/80 vm pm.cm. Hseir cyxosam, caezxa obaomen
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Puc. 23. ITouka, ruaAuHO3 KAYOOUYKOB.
Maccon X100

Fig. 23. Kidney, glomerular hyalinosis.
Masson x100

wcenmvim Hanemom. 2Kusom npu nassnayun Mazkut, yme-
perro besbonesternsiii no x00y moacmot kuuix. 1 Llepucmans-
muxa axmusnar. 1levens neprymopno ne yéeauyena, ceqe-
senxa re nasvnupyemes. Ilouxy ne nasenupyromes. Auypes
00 1000 s/ cymxu, moua o6wrurozo ysema. Crryn scudxkud,
MHO0KDpamHolil.

Ilpu ob6caedosanun sviasaener manesan anemius
(Hb 57 ¢/ 21), depuyyum ncenesa, mpomboyunmos do 591x10° /.4,
wedmponenus (A 2,13x10° | 1, neimpogpunse 14,4%), paseep-
wymait HC (npomeurypus 7,5 2/ cymwu, obuyuii benox kposu
32 ¢/, anvbymun 8,2 ¢/ 1), noswrumenie Kpeamuniura Kposu
219 mxmons |2 u yposua CPB 0o 3 nopm, sespasncerireiii um-
MyHodeguyum co cruceruem yposia IgG 0o 0,46 2/ 4 (nopma
7,6-18,8 ¢/s1). T1LIP AHK LIMB — ompuyamensias. I loces
Kpost Ha aspodist, arapobe: u spuber cmepuaer. Kan na nox-
cun A u moxcun B Clostridium difficile ompuyamenviii.
OKI u 0b30pnaz penmeerozpagpus Gproutrot noaocnu bes na-
monveu. Penmeerozpagpun opearos epyonoil aenxi — 6 cpeo-
HUX N1€0UHBIX NOJAX ¢ 00eUX CIIOPOH TIEHIU MEMMANNULECKUN
W06, 6 HUNCHEM J1€204HOM 10.1€ CHpasa tia yposHe nepedrieco
ompeska 5 pedpa menv memananueckod ckobxu. B cpednem,
HUNCHEM N10UHBIX NOAAX CHPABA NUHEHNBIE YUACIHIKY YHAOM-
HeHUA J1€204HOT 11IKatlly, 6EPOANIIEE 60620, 34 CHENI CHAEK, NTHE6-
Mogpubposa. B seekux coearcux ouazoso-ungunsmpanusisrx
menedi He svinsaero. Y 3U nouex u opearos Gpromrod noso-
o — zenamomeaniisy OUP@Pysrie UsMeHeHus neverit, noo-
H0e1)004 101l JHcenesvly OUPPY3HbIC UIMEHEHUA NOUEKy C60000HAA
HUOKOCHIL 6 MANOM 7/1a3).

Kanunnecxoe cysmdenne: pedpunsiian neimponenus pac-
CManpusanacy 6 pamrax: OAUNIeAbHO0 NPUMEHEHUA MuKogpe-
10106011 Kuea0m61 U 6ancanyuriosupa. Haubonee seposmmoi
npuunon HC npedemasasnocs passumue AA amunoudosa
C NPCUMYIYECHIBEHHBIM NOPANEHUEM NOUEK Ha GoHe MHOZ0-
JAemnetll Xponudecko aezounol ungexyuu y nayuenma
¢ MYKOBUCYUOOIM.

Aewenune: muxogpernonosas Kucaoma u sanzanyurao-
BUp omMenensl, HasHauens: anmubuomuK, gepmenmsre

Puc. 24. Tlouka, MaCCUBHOE OTAOKEHHE OECKAECTOUHBIX
TOMOT€HHBIX MacC B KAyboukax. I'emaTokcuana-303un X100

Fig. 24. Kidney, massive deposition of the homogenous
acellular masses. H&E X100

npenapanzvt, ungysuotiran mepanus. Cocnoanue YAy uluI0cs,
memnepanypa mesa HoOPMaau3o8asacs, A Kauuyeotpas-
Hottl 2-3 pasa 6 cymiKil, AeldKoyumst Kpost HOPMasu308atucs,
anemus cy0oKoMnencuposara, Kpeamunur Kposu cHu3uAca
00 150 mrxmons/ 1.

Aanvueiimee 06caedosanue: 0o racmonuyeo spemernu nayu-
etim Habaroaemen 6 HMULTTul1O um. B.H. Ilymarosa.
B oexatpe 2017 200a (wepes 2 200a nocae mparcnaanmayuy
JI€ZKUX) 6BIN0AMEHA NYHKYUOHHAR OUONCUA NOYUKU.
Tucmonozuneckoe uccaedosanue

buoncuiinozo mamepuara

1) Ceemosan murpockonusn (Puc. 23-25): ucenedosarue 6v1-
noameHo ¢ ucnoavsosanuem oxpacox H&LE, Maccon, PAS,
Konzo xpacnwiii. 26 xaybouxos, 9 us nux cuasunusuposansi,
6 Mesareul U KanuangpHerx Nemax 0Cmasiiuxest Ka1yoouxos,
a marate 8 LUANUHUSUPOBAHHBIX KAYOOUKAX BbIABAACHIA O1-
J1090CeHIe 20MO2EHNBIX MdCC, OKPAMUBAeMbIX 6 PO306bLIL Y6,
npu oxpacke Koreo-xpacivim 6 oparwesvidl yéen — amuaouoa.
Ampogus kananvyes 0o 50%, 6 npocsene mrozux anpogupo-
sanHwrx Karanwyes beaxossie yuaurdpsr. Ilo xody basanrsrerx
MeMpart 6 acnu Kanaavlyes 6b1A6.19116A 0mA0MceHIle aMi-
souda. Augpgpysio-ouazoswiii ciaepos urnmepemuyus 0o 50 Yo;
prixaan OUPQPY3HO-04a208a5 80CHANUNICAbHAA UHPUNBIIPAYUA
6 s0max ckaeposa. B 2 meaxux apmepusx meiaenrozo muna
U apmepuoNax OmMMedaenIcs ONLI0NCEHIUe aAMUI0UOG, ZUANNUIHO3
apmepuos, 6 cImeHKax MHOIUX apimepuos 8b61A6.17e171CA 0771-
J101cerne amuI0uda

2) Hmmynogparwopecyenmmnoe uccaedosanue: 6s1101-
Heto Ha napaguroseix cpesax ¢ ucnoavsosaruem FITC-
KoHbro2UPOBarHbIX armumen K weaoseveckum 1gA, IeG,
IgM, C3, C4d, gputpuny. C4d ompuyamenvro; necneyu-
Guueckan sxenpeccua: [¢G 6 cmenkax xanuanapos Kiay-
Gouxos++, 6 unmepcmuyuu+, IgM 6 unmepemuyuu+,
IgA 6 xaybouxax ++, 6 npocseme xanarvyes+, C3c
6 CmeHKax Kanaavyes u 6 ummepcmuyuut~+, dubpun
6 urmepcmuyuu~++.

Sarrouenue: amua01d03 nOHeK ¢ uex000M 6 1e@hpocKkaepos.
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Puc. 25. [Touka, MACCUBHOE OTAOYKEHHE AMUAOHUAA.
Konro xpacusrit X100

Fig. 25. Kidney, massive amyloid deposition.
Congo red X100

Kannuveckuii onaznos
Ocrosrioe saboqesariue:

Myxosucyudos ¢ nanxpeanuteckoil 1edocmanounocms
Lenemuyecxcusi duacros: N1303K /| E92K
Murpobuoaoeuueckuii duazros:

Xponuveckoe unguyuposanue dvixamesvrvix nymeu
Burkholderia cepacia complex:

Dow: Haruue mpanHcnAaHIuPOEanbIx AeKux 0 AH6ApPA
2016 e. (ABO-udenmuunas nocaedosamensian mparcniat-
mayus). Aaumensnas UMMYHOCYNPeccusHas u npomusosi-
DPyenas mepanus.

Qcaomerenug: AA amunondos ¢ nopasceruem noyvex. Hegppo-
muueckuti cundpom, XBIT 4. Xponuueckuti nanpeantun,
Xporudeckas nankpeamudeckas 1edocmanodnocns. Amemus
THANCCNOU CIIeNeHt, CYOKOMNeHCayUs.

Aanvuetimee newenne u nabawdenue: uMmynocynpec-
CUBHAA IMEPANUA OCYUECIIBAACNICA 8 perciMe MOHOmepanuu
Mena-npednusonorom 6 dose 20 e/ cymru. B censu ¢ nepeu-
cmupyromyum mseavim HC u becnepenexniustiocmeto korcep-
BaAMIUBH020 ACUEHIUSA BBINOIEHA IMOOAUSAYUA NOUEHUIBIX aprte-
puil, nposodusoce aeveriue npozpavmmeim 1. 09.08.2018 ..
nayuennty npoussedera Yenemnasn mpancnaanmays nouxu
o071 podemeerozo doropa.

OGcyxaeHue

boaesnp Kacraemana (BK) nanm anrmodoaanky-
AApHAA THIIEPIAA3UA AUMQATHIECKIX Y3A0B — aTH-
nngaoe AIl3 He3AOKaUeCTBEHHON IIPHPOABL, B PAAE
cAygaes acconuuposannoe ¢ nadeknuein BI'Y 8 tuma
nau ¢ BUY. 3aboaeBanue Xapakrepuayercs CHCTEMHBIM
BOCIHAANTEABHBIM OTBETOM C THITEPITPOAYKIIUEN HHTEP-
AEHKIHA-6 M AAMTEABHBIM TEYCHHUEM C Hecenumye-
CKOH CHMITTOMATHKON XpOHHYECKOro Bocmasenus. bK
Op1Aa BrepBrie ormcana B 1956 roay [7] n orHocnTCA
K PaspAAY PEAKHX 3a00AEBAHHIT — 3a00AEBACMOCTD OITe-
HUBAIOT Kak 21-25 cAy4aeB HA MHAAMOH IIAIIHEHTO-AET

308 Hedponorun u guaaus - T. 20, N2 3 2018

E.B. 3axaposa, B.B. beguw, E.B. LLyros, M.H. Hukwurn, C.B. Tonosunckuit, M.A. Munoceppos, M.C. Cumonosa, O.A. Bopobbesa

[8]. Beiaeasiror pasanansie BapuanTsr BK, mpeobaasaer
IHAAMHOBO-BACKYAAPHBIN THII, OIIMCAHBI TAK/KE ITAA3-
MOKAETOUHBII TUII ¥ CMEITAHHBIC BAPHAHTHI; THITHIHASA
AOKAAM3AIINSA — IPYAHAS IIOAOCTB, OPIOIIIHAA ITOAOCT, 3a-
OPIOIIMHHOE IIPOCTPAHCTBO 1 1ToAOCTB Ta3a (70%, 15%
u 15%, coorsercrBeHHO) [9]. 30AOTEIM CTAHAAPTOM Ae-
gennsa bK aBaserca xupyprudeckoe yaaAeHne TamepIiaa-
3UPOBAHHBIX AUM(ATHIECKUX Y3A0B. AA aMHAOHAO3,
HAPAAY C XPOHHYECKON aHEMHEH — HAMOOAEE JaCThIE
ocaoxuenna BK, Tpaaunnonno arpubyrupyemsre K cu-
cremuoMy Bocraaeuuro [10-13].

B npuseaearom Cayuae 1 kamHnKO-A2OOpaTOpHAL
CHMIITOMATHKA B BUAE HOYHOH ITOTAMBOCTH, CAADOCTH,
HOTEPH BeCa, XPOHHYCCKON aHEMUH C TPOMOOIIHO30M
u nopeirtrerns yposusa CPb ao 20-30 nopm moaprepix-
AA€T HEePCHCTHPYIOIIHHA BOCIAAUTEABHBIH IIPOIIECC
Ha POHE AAUTEABHO CYIIECTBOBABIIEIO OOPA3OBAHUA
3abpromuHHOrO 1poctpanctda. [lodBaenne rematome-
raaun 1 Au@y3HbIX H3MEHEHUIT IIEICHH Yepes 5 AeT,
nporeunyprn gepes 10 aer u popmuposanme HC ¢ pas-
BHTHEM ITOYEUHOM HEAOCTATOYHOCTH uepes 12 Aer mocae
HEPBBIX KAMHHYECKHUX IPOABACHHH CBUACTEABCTBYIOT
O IIOCTEIIEHHOM IIPOIPECCUPOBAHUE AMHAOHUAO34 IT€-
yeHn u ro4ek. AuarHos BK, xors 1 ObIA 3a110A03peH yixe
gepes 5 AeT mocae AeOroTa 3200 AEBaHIAA, HE OBIA CBOEB-
PEMEHHO ITOATBEP/KACH M3-32 HEAOCTATOYHOM HH(MOpMa-
THBHOCTH HEOAHOKPATHBIX OHOCIIUITHBIX ICCACAOBAHMUII.
[Nanment ne apagerca BUY-undunrmposannem, nccae-
Aosanre Ha BI'Y He OBIAO BBIITOAHEHO IO TEXHIYCCKIM
IPHYHHAM.

OrmepartuBHOE yA2ACHHE OOPA30BAHIS 3a0PIOLIHH-
HOTO IIPOCTPAHCTBA O3BOAUAO HE TOABKO IIOATBEPAUTD
Anaro3 BK, HO 1 ABHAOCH M3AEUHBAIOIIIM B OTHOIIIE-
HHH XPOHHYECKOTO BOCITAAHTEABHOIO IIPOIECCA, ITO
HOATBEPKAACTCA CYIIECTBEHHBIM YAYUIIIEHHEM COCTO-
AHMA MAIIEHTa, HOPMAAU3AIHEH 0CTPO(a3OBhIX 110~
Ka3aTeAed U IOAHOM KOMIIEHCAIIMEN AaHEMUH. Heo6pa—
THMBII XapaKTep MOPAKEHHA ITOUEK (ITAIIUEHT OCTAETCA
AMAAU3-3aBUCHMBIM) CBUACTEABCTBYET O AAHTEABHOCTH
M TAKECTH UX AMHAOHMAHOTO TIOBPEKACHHA, AMHAOUAO3
HEYCHU U KEAYAOYHO-KUIIEIHOTO TPAKTA HU (DYHKIIN-
OHAABHO, HE MOP(OAOTHYCCKH HE ABAACTCH CTOAD KE
3HAYMMBIM 1 HE CAY/KHT ITPEIIATCTBHEM AAA BBIIIOAHEHIS
TPAHCIAAHTAIIAH ITOYKH, TeM DOACE UTO IPUINHA Pa3-
BUTHA AMHAOHAO32 YCTPAHEHA XUPYPIHICCKH.

Cxeposupyromas aHIHOMATOUAHAA HOAYAAPHAA
tpancdopmanua (Sclerosing angiomatoid nodular
transformation/SANT) ceaesenkn, BriepBbie OIMCAH-
mas B 2004 [14] aBasercs peAkuM 3a00AeBaHUEM, K Ha-
CTOAIIEMY BPEMEHH B AOCTYIIHOH HaM AHTEpaType
peAcTaBA€HO 134 cAydas 31Ol aToAOrnu. DTHOAO-
rua u naroreed SANT HEAOCTATOYHO U3YYCHBI, AAH-
HASl TTATOAOTHA PACCMATPUBAETCA Kak criennduyaeckas
TpaHcOpMAIINA KPACHON IYABITBI CEAC3CHKH IO THITY
BOCIIAAHTEABHOTO IICEBAOTYMOpPaA. 3a00AeBaHIE Yarie
BCET'O ITOPAKAET KEHIIIIMH CPEAHETO BO3PACTA M XapaKTe-
pusyerca AAMTEABHBIM OTHOCHTEABHO AOOPOKAYECTBEH-
HBIM TEIEHHEM, CITACHIKTOMUA OOECIIEUNBAET U3ACUCHUE
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[15-18]. Mopdoaormyaeckre H3MEHEHUS IIPEACTABAIIOT
COOOI MHOKECTBEHHBIEC AaHTMOMATOMAHBIC Y3ABI, IIPH
HIMMYHOTHCTOXUMUYECKOM HCCACAOBAHUU BEIACASEOT
TPH BapHaHTa: ¢ HopaxeHueM xanuaaapos (CD31+,
CD34+, CD8-); meakux Ber (CD31+, CD34-, CD8-);
u cuayconpos (CD31+, CD34-, CD8+) [13, 16]. Pas-
sutre SANT acconmmpyercs ¢ pa3AHNIHBIME ITATOAO-
THYECKHME COCTOSIHUAMHE, BKAOYasd BOb-undexnuro,
MHEAOARCIAACTHYCCKAN CHHAPOM M MAHOIIATIYICCKHI
mreropudpos [14-18]. Cayuan accommarmum SANT
C 9CCEHIMAABHOI TpoMOOIITEMUEH /A C KAKO-
AHOO ITOYEIHOM 1ATOAOTHEH AO HACTOAIIETO BPEMEHI
HE OIIMCAHBL

Mueaonpoandeparususie 3a00aesanus (MI13) me-
PEAKO OCAOKHAIOTCA HOPAKECHUAMH IOYCK, OIIACAHBI
CAYYAH TAKUX BTOPHYHBIX BAPHAHTOB KaK MEMOpPaHO3-
naa Hepponatua (MH), doxaspHBIH-cerMmenTaAPHBIH
raomepyrockaepos (PCI'C), boAe3HP MHEHHMAABHEIX
nm3menennit (BMU), a Takke cneruduaeckas MI13-
acconnupoBaHHad raomepyAsonaraa u Al ammaomao3s
[19-21]. Caygan AA ammaoumpaosa mpu MII3 Ao Ha-
CTOAIIIETO BPEMEHU B AOCTYIIHOH HAM AHTEpaType
HE OIIMCAaHBL

Tepamus uaTEpEPOHOM MOKET BEIZBIBATH PA3BH-
tie BMU u koanrabupyromero ®CI'C ¢ dpopmuposa-
arem HC [20], coobmienutit o BeisiBAcHIT AA amMuAO-
HA032 Y IAIIHECHTOB, IIOAYYABIIHX HHTEP(EPOH, HAM
HAITH HE YAAAOCE.

[TepBreiv mposiBACHIEM 3200ACBAHHA B OIIHCAHHOM
namu Caydae 2 O6b1A TpoMOOITHTO3. MOKHO TIpeAro-
AOMKUTB, YTO K 3TOMY BPEMCHH Y IIAIIMCHTKH YiKE HMEA
MECTO AMHAOHAO3, 1 TPOMOOIINTO3 ABASACSH €TO OCAOK-
HEHHEM, OAHAKO HUKAKUX KAMHHYCCKUX IPOABACHHIN
AMUIAOHAO32 B 9TO BPEMS HE HAOAIOAAAOCH, U HHKAKHX
3200AEBAHIA, KOTOPBIE MOTAU OBI ITOCAY/KHTH IIPHYHU-
HOI pasBuTuad AA aMHAOMAO32, B aHAMHE3€ HE OBIAO.
C ApYTOIi CTOPOHBIL, K 9TOMY BPEMEHHU MOTAA 7K€ IMETHCS
SANT, 1 TpoMOOIINTO3 MOT OBITH CAEACTBUEM XPOHH-
YECKOTO BOCIIAACHUSA, CBOMCTBEHHOIO 3TOH IATOAOTHIH
OAHAKO 3TO ITPEAITOAOKEHNE HE COTAACYETCA C OTCYT-
CTBHEM Ha TOT MOMEHT yckopenus COD, a mccaeao-
BAHHE KOCTHOIO MO3Ta U I€HETUYECKHE MAPKEPHI IOA-
TBEP/KAAFOT AUATHO3 9CCEHITMAABHON TPOMOOIINTEMHUHL.
Kpome Toro, BO3MOKHO HAAHYHE PaHEE HE OIHCAHHON
acconmar MI13 ¢ AA amMmmAaomA0O30M ¢ TTOpakeHHEM
modek u ceaeseHkd, nmuruposasimnm SANT, oanako
MOP(OAOTHYECKOE HCCACAOBAHIE IIOATBEPAUAO HAAU-
une kak SANT, Tak u amuaona03a ceaesenxu. I, mako-
Her, HeAb3st uckArounTs coderarne SANT and IgG4-
aCCOITMUPOBAHON OOAE3HN, OIHMCAHHOE B AHTEPATypE
[22]. Ho y mamueHTKH OTCYTCTBOBAAU IIPOABACHHUS,
xapaxrepHbsie A [gG4-accommupoBannoil OoAe3HN,
a sxcripeccud IgG4 B ygacTkax OTAOKEHHA AMIAOHAL
ABAAAACH AOKHOIIOAOKUTEABHOI.

Takem 00pa3soM, MBI IIOAATAEM, YTO B OIIICHIBAEMOM
CAydYae ACHCTBHTEABHO HMEAO MECTO COYETAHUE ICCEH-
ruaAbHOM TpoMmOorTemun 1 SANT, xoT4 npraHHHO-
CAEACTBEHHAA CBA3b OCTAETCS HE BIOAHE AcHOIL. Kpaiine
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BBICOKHE THTPHL anti-EBV amrnrea xaacca IgG cuae-
TEABCTBYIOT B IIOAB3Y XpoHnYeckoir BOb-uudekrmn,
BO3MOKHO CBEIIPABIIEH POAb IIYCKOBOIO MEXaHH3Ma
B passurny kak SANT rax u MI13, n ycrenao AedenHo
uaTepdEepOHOM. AA AMHAOHAO3, OCAOKHAFOIIUI MHO-
KECTBO XPOHUYECKIX BOCIIAAHTEABHBIX COCTOAHUI [4-0],
C BBICOKOH AOACH BEPOATHOCTH ACCOIUIPOBAH B AAHHOM
caygae nmeHHO ¢ SAN'T, MBI BIICPBEIC OIIICAAH 9Ty 4CCO-
nuanuio B 2017 roAy Ha IIpuMepe AAHHOTO caydad [23)].
AanteApHbIi cyoOpeOpHANTET, 3HAYHTEABHOE ITOBHI-
menue yposHs CPb u rcuesHoBeHNE 3THX CHMIITOMOB
IIOCAE XUPYPIUIECKOTO YAAACHUSA IICEBAOTYMOPA TIOA-
TBEPIKAAFOT 3Ty B3aNMOCBA3b. Mexanmsm passurua AA
AMHUAOHA032 I10 BCEH BHAUMOCTHU aHAAOTIYCH TAKOBOMY
upu BK [10-13]. HeobpaTumerit xapakrep mopaxeHns
rouex (IaIMeHTKa OCTAETCA AMAAM3-3aBUCHMOI) 00-
YCAOBAGH AAHTEABHOCTBIO U TAKECTBIO AMHAOUAHOTO
nopazxenuA. [ IpH3HaKoB aMIAOMAO32 APYTHX KH3HEHHO-
BAXKHBIX OPI'AHOB, B TOM YHCAC CEPAIA, HE BEIABACHO,
IPUYMHA PA3BUTUA AMHAOHAO34 YCTPAHEHA XUPYPIHYe-
CKH, ITPOTUBOIIOKA3AHHI K BHIITOAHEHUIO TPAHCITAAHTA-
LM IIOYKH HET.

MyKOBHCITHAO3 — HACAEACTBEHHOE ayTOCOMHO-pe-
LIECCHBHOE 3a00AEBAHME, OOYCAOBACHHOE MyTaIlHEH
reHa TPAaHCMEMOPAHHOTO PETyAATOPa IPOBOAHMO-
cru mykosucnnpo3a (Cystic Fibrosis Transmembrane
Conductance Regulator/CFTR). B macrosee Bpems
B Mupe 3apeructpupobano okoAo 70000 6oAbHBIX My-
koBucruAo3oM. CITR yuacrByer B TpaHCcIOpTe HOHOB
XAOpa Yepe3 KACTOIHBIE MEMOPAHBL, B PE3YABTATE MyTa-
LM CHI/KAETCA CEKPEIHA HOHOB XAOPA H ITOBBIIIACTCA
peabcopOrus HOHOB HATPUSA B BOABI Y€PE3 MEMOPAHEI
SIIUTEAHAABHBIX KAETOK. DTO, B CBOIO OYEPEAD, ITPUBO-
AUT K HAPYIICHUIO (DYHKIIHH SIIUTCAUS C YBEAHICHIEM
BA3KOCTHU CEKPETA ABIXATEABHBIX ITyTEH, ITOAKEAYAOUHOM
KEAE3BI, ZKEAYAOTHO-KHITIETHOTO TPAKTA, ITOTOBBIX KEAE3
1 APYIUX 9K30KpHHHBIX TKaHeil. Ha atom one Bckope
IIOCAE POKACHHUA PA3BUBACTCA XPOHUIECKHI ITAaHKpEa-
THT ¥ XDOHUYECKAA AUAPES, ADYTUMHI HAMOOAEE YACTHIM
OCAOKHEHHEM ABAACTCA XPOHIYIECKAA ACTOIHAA HHEK-
nud. [Topaxenue Aerknx — rAaBHas IPHYHHA PA3BUTAA
OCAOKHEHHUI H CMEPTHOCTH ITAIINEHTOB IIPU 3TOM 3200-
aesarnu (0oaee 90% cayaaes) [24-26], OAHIM H3 OCAOK-
HEHHUH XPOHHYECKOTO BOCIAANTEABHOIO OPOHXOACTOY-
HOTO IIPOIIECCa MOKET OBITh pasBuTHe AA aMHAOMAO32
C IIOPAKEHNEM IIOYEK U APYTHX OpraHoB [27].

TpaHCIAQHTALINA ACTKUX ABAACTCA CAHHCTBEHHBIM
METOAOM ACYEHHA TEPMUHAABHOIO ITOPAKEHHA AET-
KHX y IAIIHCHTOB C MYKOBHUCITHAO30M [28, 29]. Bmecte
C TeM, IIPUMEHAEMAs ITOCAC TPAHCIIAAHTAIIMH ACTKHX
HMMYHOCYIIPECCHBHAA U COIIPOBOAMTEABHAA TEPAIINA
MOZKET BBI3BIBATH I[EABIH PAA HOOOUHBIX 3 HEKTOB,
B TOM YHCAE U ITOpaKeHHUe rmoyek. B wacrHocry, mpu-
mererre mTOR mHIIOITOPOB MOKET COIIPOBOKAATHCA
pasBUTHEM IPOTEUHYPUU U HEDPOTOKCHIECKUMHU
adpdexramu [30].

B Cayuae 3 reuenne 3aboaeBanmsA, MaHI(DECTHPO-
BABIIIEIO B PAHHEM ACTCTBE, 3aKOHOMEPHO IIPUBEAO
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K (DOPMHIPOBAHIIO XPOHIIECKOTO THOHHO-O0CTPYKTHB-
Horo 6ponxuTa, And@y3HbIX OPOHX0IKTA30B 1 And-
(y3HOTrO IMHEBMOCKAEPO34, IIPOIPCAUCHTHOEC TCUCHIEC
KOTOPHIX OBIAO OOYCAOBACHO TAKEAOH MHQEKIHEH
Burkholderia cepacia complex. Tepmunanpuan craaus
[IOPAKEHUA ACTKUX PasBHAACh Ha 20-M rOAY KU3HH,
1 C BBICOKOI AOAEH BEPOATHOCTH MOKHO IIPEAIIOAATATD,
YTO K MOMEHTY BBIIIOAHCHUS TPAHCIIAAHTAIINHE ACTKHX
y HAINEHTA, C POKACHHUA CTPAAABIIETO XPOHUIECKOM
OpoHx0-AerouHON HHAEKIIHEN, yxe uMeA MecTo AA
AMHAOHAO3 IIOYCK O€3 ABHBIX KAHHIYCCKHUX IIPOABAC-
uuit. Tem He menee, popmuposarne HC pacriernBasocs
moHagaAy kak mobounsri addexr npumenerns mTOR
HHIIOUTOPOB, XOTA IPOTCHHYPHUA OBIAA BBIABACHA CIIIE
Ao ux HazHageHmsdA. Orcyrerne perpecca HC crycers me-
CKOABKO MecsreB mocae ormeHsl mMTOR uHrubGHTOpOB
IIOCAYKIAO OCHOBAHHEM AAA IIEPECMOTPA AHATHOCTH-
YECKOI KOHLIEIIINH B IIOAB3Y AA aMHAOHA032, OHOII-
CHA ITOYKU ITOATBEPAHAA 3TOT AuarHo3. Tsxecrs HC,
KAMHIYECKHE I AaDOPATOPHBIE IIPU3HAKN BHIPAKCHHOM
[IOYEYHOH HEAOCTATOYHOCTH U MOP(OAOTHUECKHE IIPH-
3HAKN AMIAOUAHOTO CMOPIIUBAHUSA IIOYEK, BHIABACHHbIE
yKe IIOCAC ABYCTOPOHHEH ITHEBMOHOKTOMHUH, TO €CTh
XHPYPIHYECKOTO YCTPAHCHHSA IPUYHHBL AA AMIAOHAO34,
HE OCTaBASIAN BO3MOMKHOCTH AAfl KOHCEPBATHBHOII Tepa-
IIHH ¥ ABUANCH OOOCHOBAHUEM AAS ITEPEBOAA ITAITNCHTA
B PEHOIIPUBHOE COCTOAHHUE IIyTEM dMOOAM3AIIIH II0-
yedHbIX apTepuil u HawaAa Aedenusd IA. Ilpusnakos
AMHAOUAHOTO IIOPAKECHHUA APYIUX KH3HEHHO-BAKHBIX
OPTraHOB HE BBIABACHO, YTO OTKPHIBACT BO3MOKHOCTD AAL
BBIITOAHCHUS TPAHCIAAHTAIINH ITOYKH.

3akaroueHue

Bo Bcex Tpex OIHCaHHBIX CAYYAfX OCHOBHOE 3a-
OoAeBaHmE XapaKTEPU30BAAOCH MHOTOACTHHM Te-
YEHHEM C IIEPCHCTHPYIOINM XPOHUYECKUM BOCIIA-
A€HHEM, BAKHBIM IIPH3HAKOM KOTOPOTO CAYKHAO,
HOMHUMO KAMHHYECKUX CUMIITOMOB, 3HAYUTEABHOE
noseirenne yposusa CPB. Amarnos AA ammaonao3a,
0a3HpPOBABIINICA HA IOCTCICHHOM (DOPMUPOBAHII
HePOTHIECKOTO CHHAPOMA C IIPOIPECCUPYIOIIEH
IIOYEUHON HEAOCTATOYHOCTBIO, OBIA ITOATBEPKACH
MOP{OAOTHIECKL.

PeAKOCTD TATOAOIUH B IIEPBOM U BTOPOM CAYYaAX
3aTPYAHSAAA AHATHOCTHKY OCHOBHOTO 3200ACBAHUI,
B KOHEYHOM HTOIE¢ AHarHo3 OBIA IOATBep:KACH B CAy-
uae 1 n ycranosaen B CAydae 2 AWIIb ITOCAE XHPYPIH-
YECKOTO YAAACHHSA ATUIINYHBIX HE3AOKAYECTBCHHBIX
00pa3oBaHmil (KOHTAOMEpPaTa AUMMATHIECKUX Y3A0B
U CEAC3CHKH, COOTBETCTBEHHO) C THCTOAOTHYCCKIM HIC-
caeaoBaHmeM. K MOMEHTY yCTAHOBACHIA OCHOBHOTO AMa-
THO32 y ODOHX ITAIINEHTOB NMEAACh PA3BEPHYTAA KAPTHHA
AA aMHAOHA032 € IIPEUMYIIECTBCHHBIM H HCOOPATHMBIM
HopaKeHueM odek. Tem He MeHee, B OOOHX CAyYaAxX
XHPYPIUYECKOE BMEIIATEABCTBO ABUAOCH M3AEUNBAIO-
MM B OTHOIIEHUH OCHOBHOTO 3200A€BaHUsA, obecITe-
YHAO, HAPAAY C ACUCHHEM TEMOAHAAM30M, 3HAUHTEABHOE
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VAYHILIEHIE COCTOAHUA OOABHBIX, KYITHPOBAAO XPOHIYE-
CKHIT BOCITAAUTEABHBIH IIPOIIECC U AAAO BO3MOKHOCTD
AAS BBIITOAHEHUS TPAHCIIAQHTALINN ITOYKH.

B tperbem cAydae OCHOBHOI AMATHO3 OBIA YCTAHOB-
AEH CBOEBPEMEHHO, OAHAKO CaM XapakTep 3a00AeBaHUA
U €r0 OCAOKHEHHH He IO3BOAAA KYIIHPOBATH BOCIIA-
AATEABHEIN IIPOIECC, MOCAYKUBIIHHI IPHIHMHON Pa3-
BuTHA AA AMIAOHAO32 C IPEUMYIIIECTBEHHBIM U HEOO-
PATUMBIM ITOpaKeHHEM rouek. [1o3AHA AnarHocTHKa
AA ammaonao3a Oeraa 00yCAOBACHA OOBCKTHBHBIMI
AMArHOCTHYECKUAM TPYAHOCTAMHE B YCAOBHAX IIPHMCHE-
HUS IIOCAE TPAHCIAAHTAIINN AETKUX HECKOABKHX pe-
KIMOB MMMYHOCYIIPECCHBHOM TEPAITNH, B TOM YHCAE
u ¢ ucnoabsoparnreM mTOR uaruduropos. Mopdo-
AOTHYECKOE ITOATBEPKAECHHE AnarHoza AA aMHAOH-
A032 TIOYEK C HCXOAOM B aMHAOHMAHOE CMOPIITHBAHIE
IIOCAYKHAO OCHOBAHUEM AAfl IIEPEBOAA IAIMEHTA
B PEHOIIPUBHOE COCTOAHHE, 4 PAHEE BHITOAHEHHOE XH-
pyprudeckoe ycTpaHeHHe IpUanHbl AA aMHAONAO34
A2€T BO3MOKHOCTD OCYIIECTBACHHA TPAHCIIAAHTAIIII
HOYKH.

BriBoabI

PasBurTne HePOTHIECKOTO CHHAPOMA 1 HAPYIIICHIE
(PYHKITHN [TOYEK Y MAIHEHTOB C IIPU3HAKAME XPOHHIIE-
CKOTO BOCTTAACHMS (KAK M3BECTHOM, TAK M HEYTOUHEHHOMH
IpUpPOABL) HOPMUPYET BEICOKUI HHAEKC ITOAO3PECHHUA
B oTHOIIeHNH AA aMIAOHA032. MopdoAormdeckas Be-
pudpukarusa Amaraosa AA aMHAOHAO32 HEOOXOAMA AAS
OCYIIECTBACHHA HAIIPABACHHOIO AHATHOCTHYECKOTO II0-
FICKA €TO IIPIYNH, HO AQ/KE B OTCYTCTBUH CBOCBPEMCHHON
MOP(OAOTHYECKON AHATHOCTUKI AMAAOUAO32 KAMHI-
YECKOE CYKACHHE B PAAC CAYIAEB ITO3BOASCT IPABUABHO
OIPEACAUTH ACICOHYIO TAKTUKY. DTHOAOTHIECKAA Pa3-
HOPOAHOCTD XPOHUYECKHX BOCITAAUTEABHBIX IIPOIIECCOB,
AEKAIIIX B OCHOBE pasBuTuA AA aMHAOHA034, TpeOyeT
MYABTHAUCITHIIAMHAPHOTO TIOAXOAQ C YIaCTHEM IIPEACTA-
BUTEACH PA3AMIHBIX TEPAIIEBTUYECKIX H XHPYPIUIECKIX
crermasbHOCTeH. PeAKOCTD HEKOTOPBIX 3200ACBAHMIA,
OCAOKHSIOIINXCSA pasBuTHEM AA AMIAOHAO34, CO3AAET
3HAYHTEABHBIC AUATHOCTHYICCKUE TPYAHOCTH, I TOABKO
COBMECTHAsA PabOTA XUPYPrOB M HHTEPHUCTOB, KAK IIO-
KA3BIBAIOT IIPUBEACHHBIC HAMI KAUHIYECKUE ITPUMEPE,
MOZKET OOECIICUHTD AACKBATHYIO AUATHOCTHKY H yCIICIIT-
HOE ITO9TAITHOE ACYCHUE CTOAb CAOMKHOM KATETOpHN
OOABHBIX.
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