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BTOPHYHLIH AMUJIOMAO3 C NOPAMEHUEM NETKUX
Yy OONbHOW PeBMATOMAHBIM apPTPUTOM
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Ilempo3zasodckuii eocydapcmeenHulil yHugepcumem, meOUyUHCKUN axyivmem

Paccmampusaemces npobaema emopuunoeo amuaoudo3a, KOMopblil @ HACMosulee 8peMs auje 6CmpeHaemcst y 60AbHbIX ¢ PA3AUMHBIMU apm-
pUmami, KaxK cepono3umueHsIMU, Mak U cepoHecamuéubimu. Haubosee wacmvimu nposeseHUAMU 6MOPUMHO20 AMUAOUA03A, NO OAHHBIM AU~
mepamypul, A6AAHOMCS NOPANCCHUS NOHEK, NeHEeHU, HEPEHOL CUCIEMDbL, pedce — BoGAeHeHUe NeeKUX. Aemopbl npueodsm co6cmeeHHoe Ha-
Oar00eHUe MOPUHHO20 AMUAOUO03A NPU PeBMAMOUOHOM APMPUMe, CONPOBONCOABUIC20Cs NOPANCCHUEM Ne2KUX, NOYEK U KUWEYHUKA, C Pa3-
sumuem 1emanvHoeo ucxodda. luaenoz amuioudosa 6vii NOOMeEepIHcoeH eUCMON02UHECKU NPUICUSHEHHO.
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SECONDARY AMYLOIDOSIS WITH LUNG INVOLVEMENT IN A FEMALE PATIENT WITH RHEUMATOID ARTHRITIS
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Faculty of Medicine, Petrozavodsk State University

The paper considers the problem of secondary amyloidosis that more frequently occurs in patients with various arthritides, both seropositive and
seronegative. According to the data available in the literature, the most common manifestations of secondary amyloidosis are involvements of
the kidney, liver, nervous system, and, less frequently, the lung. The authors describe their own observation of secondary amyloidosis in
rheumatoid arthritis, which is accompanied by the involvement of the lung, kidney, and intestine, resulting in fatal outcome. The lifetime diag-
nosis of amyloidosis was histologically verified.
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ITo coBpeMeHHBIM MPEACTABICHMUSIM, aMUJIOUA03 — 3TO BropuuHblii aMuaona03, pa3BUBaIOLIUIACS MPU peBMaTUYe-
rpyrna 3abojeBaHuii, KOTOpble OTIMYAIOTCS OOJbIINM Pa3HO- CKUX 3a00JIeBaHUsIX, OTHOCUTCS K AA-amuiaounnosy. I[peniiect-
obpa3veM KIMHWYECKUX IPOSBICHUN M XapaKTepu3yloTcs BEHHMKaMW aMWIOMIAa B JaHHOM CJIydae SIBJISIFOTCSI ChIBOPOTOY-
BHEKJIETOYHBIM OTJIOKEHMEM HepacTBOPUMBIX TMaTOJIOTHYe- HbIe 0CTPO(Da30BbIe OEJIKH, O.-TIIOOYJIMHEI, TPOIYIIUPYEMbIe KIIeT-
cKux (pUOPUJUIAPHBIX OEJKOB B opraHax u TKaHsix. Haubosee KaMM pa3HbIX TUIIOB, B OCHOBHOM HelTpoduiaMu u pudpodia-
BEPOSITHO, YTO MEPBbIC YIIOMUHAHUS 00 aMUJIOMI03€ Kacaanuch cTamMu. BropryHbIif aMUI0MI03 pa3BUBAETCS TTPU PEBMATOMIHOM
ero Haubosiee pacrpocTpaHeHHOro BropuuyHoro tuma. B XVII aptpute (PA), 6one3nn bextepeBa, McoOpuaTUYECKOM apTpUTE,
BeKe boHe omnucan «caroByio cejie3eHKy» Yy 00JIbHOro ¢ abeliec- Pa3IMYHbIX OMYXOJIsSIX, JUMdorpaHyiemarose, Hecreuuduye-
coM TeueHH, a B 1842 r. PokutaHcKuii ycTaHOBUJI CBSI3b «Callb- CKOM $I3BeHHOM KoJiiTe 1 6ojie3Hu KpoHa, a Takke npu TyOepKy-
HOI 00JIe3HU» C TYOEpKyJie30M, CU(PUIMCOM U PUKKETCUO3a- Jie3e, OCTeoMMeNIuTe, OpOHXOAKTaTUYeCKoi Oone3Hu. B EBporne
mu. B 1854 . BupxoB mcmonb3oBasl 6OTaHUYECKUN TEPMUH amuIonn03 Haomoaaercst y 10% GonbHbIx PA [4, 5].

«aMmwiounn» (0T rped. amylon — Kpaxmai) AJisl OIIMCaHUS U3Y- XapakTepHOli 0COOEHHOCThIO AA-aMUJIOUI03a SIBISCTCS
YEHHOTO MM BHEKJIETOUHOrO MaTepuasia, OOHapy>K€HHOTO Ha nopaxeHue modex (10 98% GOJIbHBIX), IPU ITOM HET IMOJHOIO
ayTOICUU TPU CaIbHON OO0JIE3HU TeYeHM, TaK Kak Iojaraln, napajuiesiu3Ma MeX1y KIMHUYECKUMU MPOSIBICHUSIMU, BEJIU-
YTO OH OJIM30K IO CTPYKTYpe K KpaxMajly M3-3a XapaKTepHOM YUHOW TTPOTEMHYPUM U MAaCCUBHOCTBIO OTJIOXKEHUI aMIIonIa
peakuuu ¢ omom. BriocineacTBum Oblia ycTaHOBEHA OEJKO- B Kiyboukax. Yacro (okoiso 50% cirydaeB) BOBJIEKAETCS B IIPO-
Basl TIpUpOAA OTJIOXKCHUI, OMHAKO TEPMUH «aMUJIOUI» COXpa- Iecc M TevYeHb, YTO TPOSBISETCS TermaToMeraanueil, CUHIPO-
HUJICA 00 Hactosiero BpemMeHu. B 20-e romel XX croneTus MOM XxoJiecTa3a. Becbma xapakrepHo mopaxkeHue nepudepude-
Benxonbn mnpennoxus okpamuBath amuiiona KoHro kpac- CKOil HepBHOI1 cucteMbl. Pexe (y 10—14% nanueHTOB) mpu
HBIM, 3aTeM Obl1 0OHapyXeH 3(PdeKT ABOHHOTO Jydyernpeaom- AA-amuiongo3e BCTpevaeTcsl MOopakeHHWe IbIXaTeJbHON CHUC-
JIEHWSI B TOJISIPU30BAaHHOM CBEeTe — H3MEHEHHUEe KUPIUIHO- TEMBI, U OTJIOXEHUST aMIJIOnIa OOHAPYXMUBAIOTCSI B OpOHXaX,
KpacHOU oKpacku Ha si0iouHo-3eseHyto. B 1959 r. Koren u aJIbBEOJIIPHBIX TIeperopoakax u cocynax. [1o naHHBIM JuUTepa-
KankuHc ¢ TOMOIIBIO 37IeKTPOHHOU MUKPOCKOTIUH YCTAHOBH - TYpbI, aMWIOUIO3 JIETKUX YaCTO BBISIBIISIIOT JIMIIb TIPU ayTOTI-
1 GUOPWIIAPHYIO CTPYKTYpy amuiouaa |1, 2]. cumn. OMHAKO B HEKOTOPBIX CJIydyasiX OJbIIIKa, KpOBOXapKaHbe

KiuHuyecku MpUHSTO BbIIEISAT CUCTEMHbBIC 1 JJOKATbHbIE U TUAPOTOPAKC MOTYT ObITh OOYCJIOBJIEHBI HE TOJBKO Cepley-
dopmbl ammiiongo3a. CoBpeMeHHas Kiaaccudukalus aMUIou- HOI HENOCTaTOYHOCTHIO U HEPPOTUUECKUM CUHIPOMOM, HO U
J103a ITOCTPOEHA 10 IPUHIIUITY CIIeIMGUIHOCTH OCHOBHOTO (b1~ aMUJIOWIHBIM ITOpaXKeHueM JIerkux. [1py 3ToM peHTreHOJIoTH -
OpwuisgpHoro Oesnka amwiouna [3]. Cpeau cucteMHbIx (Gopm YeCKU MOTYT BBISIBJIITHCS CETYAThIC U HOAYJISIPHBIE U3MEHEHUS
BBIICIISIIOT 4 TUIIA aMUJIONI03a (CM. TaOJIHILY). B JIETOYHO# TKaHu [6—8].
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Tunvt cucmemHoeo amusoudosa

[lepBUUHBII aMUIONI03, MUETIOMHAsT 00JIE3Hb, O0JIe3Hb BasbieHCTpema, B-KIeTOUHbIE 3710KaYe-

BTopuuHbIif aMUII0MI03 TPU XPOHUYECKUX BOCIIATUTEIBHBIX U PEBMAaTUYECKUX 3a00IeBaHMSIX,
OIYXOJISIX, & TAKXKe MPU MEePUOANIEcKOii O0e3Hr, cuHapoMe Makina— Yanbca

XpOHI/I‘{CCKaH mo4yeyHad HEIOCTAaTOYHOCTb, Pa3BUBACTCA BCJICACTBUE PE3KOTO0 CHUXKCHW A BbIBEIC-

HUs YKa3aHHOI'O OeJsika oYKaMu 1 HEIMMPOHMUIIAEMOCTHU JIsI HETO TUAJTM3HBIX MeM6paH

CeMeitHbIe HaclleICTBEHHbIE (hOPMBI (TTOPTYTaabcKas, SIMOHCKAs U JIp.)

Tun Cocras ¢udpuLx AccouunpoBanHbie 32001€BaHus
AL Jlerkue 1ienu UMMYHOTJIO0YTH-
HOB WJIM UX (hparMeHTHI CTBEHHBIC TMM(DOMBI
AA OctpodazoBblii o-rJ100yTMH
SAA, GIM3KUIA IO CBOMCTBAM
K C-peakTUBHOMY OEJIKY
AB-M B2-MUKpPOIOOYIMH
ATTR TpaHcriopTHBIE ~ MyTaHTHBII
0es1oK
TpaHcheppuH  HopMaibHbIit Crapueckue (popmbl

JIarHo3 BTOPUYHOIO aMUJIOUI03a B PEBMATOJIOTUHY Oa3upyeT-
s Ha COYETAHNY TIOPXKEHUSI TIOUEK U/ VTN IPYTUX OPTaHOB C HAJTH -
YrieM XpOHIMYECKOTO BOCTIAINTEILHOTO 3a00IeBaHMsI, Yallle poTe-
KaIOIIEeTO C TIOCTOSTHHOM aKTUBHOCTHIO. [loaTBepkneHreM quartno-
32 AA-aMIIION03a CIY>KUT UMMYHOTMCTOXMMIYECKOE UCClIe0Ba-
HUe OMOIICHITHOrO MaTepuasa U okpaimBaHue KoHro KpacHbIM ¢
JAJTbHEMIIIMM U3YyJYEeHUEM B MOJISIpU3allioHHOM cBeTe [9—11].

TIporHo3 Bo MHOTOM 3aBUCHT OT TIPUPOIBI OCHOBHOTO 3a00-
JIEBaHVSI, TIPU €CTECTBEHHOM TEUEHUU Y TPETH OOJTBbHBIX Yepe3 5
JIET TIOCJIE BBISIBJICHUSI IIPOTEVMHYPUH Pa3BUBAETCS] TePMUHATbHAS
ToYeyHasl HeJOCTaTOYHOCTh. K coxaneHuto, He CyllecTBYeT Me-
TOJOB JIYeHUs] BTOPUYHOTO aMUJIOUA03a, CIIOCOOHBIX MOBIUSTh
Ha rporHo3. Haubosee BaXXHBIM ITOIXOIOM K TepaIiy 3a0oJieBa-
HYSI, TIO3BOJISTIOIIM U3MEHUTh UCXOI OOJIe3HH U TIPEIOTBPATUTh
(arambHBIE TIOpaskeHMsI OPTAHOB, SIBJISIETCST TTOJABJICHNE BOCTIA-
JIUTETBHOIN aKTUBHOCTY apTPUTOB M KaK CJIE/ICTBIE — CHIXEHUE
MPOAYKITUU CHIBOPOTOUHBIX OSJIKOB-TIPEAIIeCTBeHHUKOB [12, 13].

B kauecTBe WLTIOCTpALK TSDKECTU BTOPUYHOTO aMUJIOMI03a,
Pa3HOOOPAa3MsT €0 KIIMHUYECKKX MPOSIBIICHUI 1 HEOIaroNpUsiTHOTO
TPOTHO3a TIPUBOIUM COOCTBEHHOE HAOMIONEHNE BTOPUYHOTO aMU-
JIOWI03a C TTOpaskeHUeM JIETKUX, TIOUeK 1 KUIIleuHrKa Ha (hoHe PA.

boavnaa I1., 55 aem, nHaxodunrace 6 peemamonocuteckom om-
denenuu Pecnybauxanckoii 6oavnuyst [lempozasodcka ¢ 27.02 no
08.03.09 PA duaenocmupoean e dexabpe 1995 e. na ocrosanuu
xpumepues ACR, ceponecamuenblii eapuanm, peHmeeHon02UYe-
ckasn cmaous 1. Ommeuanocey medsenHo npoepeccupyrouee meue-
Hue 3a0601e8aHUs ¢ NPeUMyUeCMEeHHbIM NOPAdCCHUEM CYCMA808
Kucmeil u cmon. B césa3u ¢ munumanvHoil akmueHocmoio apmpuma
(COD makcumanvro nogviuanoce do 27 mm/4., CPb 0/+) 6 nepsvie
200bl noayuana mepanulo AMUHOXUHOAUHOBBIMU NpPenapamamu.
C 1997 o. penmeeHonroeuvecku viaeasemcs 0a3aabHblil NHEBMOCK-
1ep03 Npu COXPAHANUWETICA MUHUMAALHOU AKMUGHOCMU npouecca
(COB 18 mm/u, CPh 0) u penmeenonocuuecxoii cmaduu I1.

B gpespane 2007 2. ommeuenv Hapacmanue cycmagHo2o CUHOPO-
ma, 8ognedeHue HOBbIX CYCMABHbIX 30H, 8Nepable KOHCMAMUPOBAHa
peHnmeeHonoeuteckas cmaous 3. B céa3u c ymepennoli cmenenvio ak-
muegnocmu 3abonesanus (COD 27—37 mm/u, CPB 24 me/n, IIHK
0,143 ed.) nawama mepanus memompexcamom 6 0o3e 7,5 me/Heo ¢
nocaedyrouum ee noswviuenuem 0o 12,5 me/ned. Cnupanvuas Kom-
nvlomepHas momozpagus opeanos epyoHoll KAemKu: 1e204Hblil pu-
CYHOK 8 HUJICHUX omdenax epyoo Oeghopmuposan 3a cem uxmep-
CMUYUANLHO20 KOMNOHEHMA N0 MUNY MeAKOA4eUCn 020 NHe8MOCK-
Aep0o3a, Ymo MOMHcen cOOMEemcmaeo8ams usmerenusm npu PA.

B nauane 2008 e. nossunuce obwas carabocms, Hedomoearue,
muaneuu, noosem memnepamypui 0o 38,5°C, cyxoii kauteav u npo-
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epeccupyoujas ooviuika. Ha penmeenocpamme opeanoe epyoHoll
KAemKU 0npedeasinuch NpU3HaAKu NHe8MOCKAep03d, AHeucmolil gu-
0po3 6 HUMICHUX omdenax, ¢ OMpUUAmMeabHol OUHAMUKOU NO CPAs-
HeHuto ¢ npedvloyuum uccaedogaruem. C yuemom npoepeccupyio-
weeo nopasicerus neekux ¢ mapme 2008 e. eochumanuzupogana 6
peemamosnozuueckoe omoenerue 0 nposederus oupgepeHyuanb-
H020 OuacHo3a nopacenus AeeKux (peemamoudHoe neckoe, 00-
cmpyKmueHvle 601e3HU, N1eKapCmeeHHoe nopalcerue), memompe-
Kcam Obi1 ommenen. Jlabopamopuoie danuvie: COD 58—62 mm/u.,
yposeHv kpeamununa 158 mxmonv/n, PO 0, CPb 26 me/a, 6 ana-
auze mouu — 6earok 0,3 e/a. Penmeenonoeuuecku u no OaHHbIM
CRUPANBHOL KOMNbIOMEPHOU MoMocpahuu 0pearnos epyoHoll Kaem-
KU 3HAUUM020 yxyduienus He ommeueno. llpu oyenke dughghysuon-
HOUI CNOCOBHOCMU N€2KUX BbIABAEHbL USMEHEHUs 3a CHem MeMOpaH-
Ho2o komnonenma, DLCO 46,5%. 04.04 evinoaneno éudeomopa-
Kockonuueckoe uccaedoganue ¢ buoncueli mKanu aeekoeo. B ouo-
nmame onpeoensincs NHeeMopuopo3 ¢ OPoHX0- u OPOXU0A0IKMA3a-
MU, IMPUIEMAMO3HBIM PACUIUPEHUEM NPOCBEMOE ANbBE0A, MUKPO-
KUCMO3HOU mpancghopmayueil; He UCKAOHANCS QUOPOIUPYIOUsULL
anveeorum. B cea3u ¢ noayueHHbIMU OaGHHBIMU MEPANUs nepecmo-
mpena u Ha3HaveHvl cyavhacaraszut 6 0oze 2 2/cym u npeoHU3010H
6 doze 20 me/cym. K uroaro na porne mepanuu enr0KoKopmuKouoa-
MU HAbAOANACy HeKOMOPAs NOAOICUMENbHAS OUHAMUKA 1e204-
Hoeo npoyecca — COD cHuszuracy 0o 28 mm/u.

C cepedunbl 0Kkms0ps 6HOBb OMMe*eHO YXyOuleHue COCMOAHUSA:
cyogebpusumem, nOGbLULEHHAS NOMAUBOCHb, CYXOU KAUleab, Mol -
Homa, Hapacmarowas oosiuka. JlabopamopHo enepevie Gbis8ACHO
noeviulerue yposHs kpeamurnuna do 308 mxmonv/a, CK® 22,6,
CO3 61 mm/u, CPE 126 me/n, 6 anaauze mouu — 6benox 0,39 e/a.
BHoeb eochumanuzuposana 6 peemamonocuieckoe omoenerue, 20e
8bINOAHEHA OUONCUA NOYKU U NOOMEEPIICOeHO Haaulue amuioudo3a
npu okpawusaruu Koneo kpacnwim. B césa3u ¢ dokasannvim amuno-
U0030M NOUEK 8bINONHEHO OKPAUWUBAHUE UMEBUIUXCS 2UCMOA02UYe-
CKUX npenapamos mxanu 1eeko2o0 Komeo KpacHuim, 4mo no360auo0
noomeepoums u amuaoudos seekux. Hauama mepanus yuxaoghoc-
pamudom, cocmosiHue 0CMasanroco OMHOCUMENbHO CHAOUABHBIM.

Peskoe yxyowenue camouyscmeus ¢ 27.02.09 e., eocnumanu-
3UPOBAHA 6 C8A3U C HAPACMAHUEM ObIXAMeAbHOU HedOCMAmoYHO-
cmu u ypoeHs kpeamuHura 00 650 mkmonv/n. Koncmamuposaru:
XpoHuueckas noveunas Hedocmamounocms I cmenenu u Ovixa-
menvHas Hedocmamournocms 111 cmenenu. B pamkax emopuurozo
amuaoudo3a NpucoeOUHUNOCh NOPAdNCeHUe KUWEYHUKA: MHO20-
Kpammublil acudkuil cmyn o6e3z npumeceil kposu u causu. 05.03 npo-
6edeH ceanc 2eMoOUanU3a 6 ces3u ¢ eunepazomemueil U Memaoonu-
yeckum ayudozom. C 06.03 peyudusuposan neghpocenHHbll OmMeK
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Ae2KUX, Npocpeccuposana ObIXxameabHas He0OCMAamoYHOCMb U
08.03 nacmynuna cmepmo. [locmepmnubiii duaeHo3: ceponecamug-
Hblil, 3po3usHblll PA, no3ousas cmaous, akmugHocmy 3, peHmeeHo-
noeuveckas cmaous 111, DK 2. Ocaoxcnenus: 6mopuuHwlit amusou-
003 ¢ nopaxceruem NOYeK U pa3gUuMuem XPOHUUECKOol NOHeYHOU He-
docmamounocmu I11 cmenenu, neekux ¢ nposéaeHUAMU ObiXamenb-
Hoti Hedocmamounocmu 111 cmenenu u kuweunuxa. Ilamonoeo-
anamomu4eckoe uccaedosanue He npogoousoCh.

Takum 06pa3oM, B MpeACTaBICHHOM HaOIIOICHUN BTOPUY-
HbBIIA ammtonno3 pu PA ¢ mopaxkeHneM KUIIEYHHUKA, T0YeK U
JIETKUX ObLI AMArHOCTUPOBAH IPU XMU3HU, HA OCHOBAaHMM HC-

CJIeZIOBaHMsl, B IEPBYIO OUepeib OMOMNTAaTa MOYKH, a 3aTEM U JieT-
kux. [TopaxkeHure JIeTKux y TaHHOM MallMeHTKN Ha MOMEHT BBbI-
SIBJICHWSI HE CBS3BIBAJIN C Pa3BUTHEM BTOPUIHOTO aMUJIONUI034,
a 00wsicHsur nMeBIMMcs PA u tepammeit merotpekcarom. Oco-
OEHHOCTBIO CITyJast SIBISIETCS ATUTETbHAsI HU3Kast aKTUBHOCTDb U
MeJJIEHHO nporpeccupyioiiee teueHue PA. Pa3Butue BrOpny-
HOTO aMUJIOWJ03a OMNPEAETWIO HEOJaronpusITHBIA MPOTHO3,
TaK Kak TOopaXeHHe IMoYeK ¢ (hOpMHUpPOBAHUEM XPOHUUYECKOM
TTOYEYHOI HEIOCTATOYHOCTH U TTOPAKEHNUE JIETKUX C Pa3BUTHEM
TIPOTPECCUPYIOIIEH IbIXaTeTbHO HEIOCTATOUHOCTH TIPUBENTU K
JIeTaJIbHOMY MCXOy OOJbHOM 55 JieT.
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