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YACTOTA AA- AMUWIONAO3A

I[TP1 PEBMATHUYECKHUX 3ABOJIEBAHUAX
(IIO0 MATEPUAJIAM MHCTUTYTA PEBMATOJIOTMA PAMH) *

1O.B.Mypasves, A.B.Anexceesa
'Y Unemumym pesmamonoeuu PAMH, Mocksa

Pe3ziome
Llens. BhIsICHUTH pacnpocTpaHEHHOCTh AA-aMuiIoH103a y OOJBHBIX PEBMATHYCCKHUMH 3a00JIeBaHHI-
mu(P3), HaxoAMBIIHXCS Ha JNe4eHUU B KiIumHUKe WMHCcTHTyTa peBmaronormu PAMH.
Marepuan u Meronsl. IIpoBeeH peTpOCIEKTUBHBINA aHAIU3 YACTOTHI BBISIBICHHUS T'MCTOJIOTUYECKH MOJ-
TBEPXKACHHOr0 AA-aMuUI0OU03a 32 OJAMHAAUATHICTHUH nepuon Bpemenu (¢ 1991 mo 2001 rr), B Teue-
HUE KOTOPOTO OBLIM B3STHl OMONTATHI Pa3IMYHBIX OpraHoB M TkaHed y 3048 GonbHBIX P3.
Pesynbratel. ITokasaHo, uto AA-amunounnos BeTpeuancs B cpegHeM y 19% oOcinenoBaHHBIX GOJBHBIX;
obcyxaaeTcss nmpobieMa CTaTUCTUKU M Kiaccupukauuu AA-aMHIION03a.
BeiBozibl. PaHHSIS mpHKM3HEHHAsl AMarHOCTHKAa AA-aMHJIOH03a MO3BOJHT yJIyYLIIUTh HPOTHO3 0OIb-
HBIXP3; mpobiema AA-aMuHIIONA03a NMPU ITUX 3a00JEBAHMIX aKTyallbHa U XKJAET CBOEr0 PEIICHHS.

KnioueBsie cnoBa. AA-amunoudos, pesmamuyeckue 3a001e8aHui,MOpGonocuieckoe ucciedosanue ou-

onmamoe

IIpy XpoHHYECKHX BOCHATHTENbHBIX 3a00JIeBaHHUAX, He3a-
BUCUMO OT HUX OTHOJOTHUHM, psx nutokunos (MJI-1, WNII-6,
®HOa) 3amyckaloT B MEYEHH CHHTE3 ocTpoda3oBoro Oenka -
SAA, sBHsAOIErocs MpeANIeCTBEHHUKOM HEPacTBOPUMOTO (H-
OpHIISPHOTO aMHUIOHAHOTO Oelka A, OTIOXEHUS KOTOPOTO
MPUBOJAT K Pa3BUTHIO A A-aMHIIOM/1032a, HA3bIBABIIErOCsS paHee
BTOPHYHBEIM, PEaKTUBHBIM iU npuobpereHHsiM. C 1990 r co-
rJ1acHO pekoMeHJauusM TeXHoJorndeckoi komuccuu Mexay-
HapoOJHOro 00IIecTBa IO M3YYCHHIO aMHIOHI03a aMUIOHJHEIC
Oenku 0003HAYAIOTCS IPONMHCHON JaTHHCKOH OykBO# A, 3a KO-
Topoii Ge3 mpobOena cielyeT COKpaljeHHOE Ha3BaHHE IpeIlle-
cTBeHHHKa QubpumispHoro Genka [3].

OCHOBHEIMM NPUYMHAMH BO3HHUKHOBEHHs AA-aMuiIonjgosa
SBIISIIOTCS: XPOHHYECKHE BOCIAIHTEIbHBIE 3a00JeBaHUS CyCTa-
BOB (IIPEMMYIIECTBEHHO pPEeBMATOUAHBIH apTpuTr -PA), octeo-
MHEIUT, OpOHXO3KTaTH4YeCKas 00JIe3Hb, MaJsipus, TyOepKyjes,
nenpa. Otnoxenue GuOpuiIsipHOro OejKa MPOMCXOIUT Ipe-
MMYIIECTBCHHO B MEXKICTOYHOM BEN[ECTBE, YTO HPUBOAHUT K
aTpoUH M CKJIepO3y MAPEeHXHMBI C IOCIEAYIOMNM pa3BHTHEM
HEJJOCTATOYHOCTU IOPAXXEHHBIX opraHoB [9].

ITo MHCHHIO OTCUYECTBEHHBIX YUCHBIX B 60-¢ Tombl MpOIIIO-
ro Beka Hamboisee 4acToil GopMOH MOYESUHOrO MOPAXKEHHS IPU
PA ("undexraprpute") SBIAICA aMUIOHA03 MOYEK, Pa3BHUBAB-
muiics B OOJBLIMHCTBE ciyyaeB yepes 3-5 yieT oT Hayana 3a60-
nesanus. Ilpu Tsxenom tedeHun PA sToT mepuona coxkpamaics
JI0 Toja, B TO )€ BpeMsl IpHU MEAJIIEHHOM, IOJOCTPOM TE€YEHHH
6oJe3Hn aMuiIoOMI03 mouek Habmiongaics depe3 10 u Oosee jer
[1]. Coycts Tpu mecsTUIeTHS aMUIOHA03 Ipu PA mo-mpexHe-
My CUYHTaeTCs CEepbe3HBIM OCIO0XHEHHEM M OJHOIH M3 4acThIX
NMPUYHH JIeTalIbHOr0 ucxonaa [8].

B nacTosimee BpeMs y HEKOTOPBIX HCCIIEOBAaTENeH CIIOXKHU-
JIOCh MHEHHUE, YTO YacToTa AA-aMHJIOMA03a NPH BOCHAIUTEIb-
HBIX 3a00JIeBaHUAX CyCTaBOB CHH3miach. Tak, ecnmu B 1989 r
npuauHOH cMepTH 6% O6onbpHBIX PA B ®uHIIHANN OBLT aMUIO-
U103, TO CIYCTSl JECATh JIET HU OIUH U3 OONBHBIX "paHHUM"
PA, nabnropaBmuxcs B TeueHue 8-14 mert, HE ymMep OT aMHIIO-
uno3a [5, 6, 7]. 3a 3TOT ke HmepHOJ B PEBMATOJIOTHYECKHX CTa-
OHOHApax YUCJIO €KEroJHBIX OHOINCHH C IIOJIOKHUTEIbHOI OKpa-
CKOI Ha amuiion] yMeHbmuioch ¢ 60 mo 10 [14].

B paHHHX cHCTEMaTHYECKHX HCCIEIOBAHHSIX MO IIPHIKU3-
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HEHHOW nuarHocTuke AA-amunounnosa y 0oiapHbIX PA ycTaHoB-
JIEHa OTHOCHTEJIBHO HEBBICOKAs €ro paclpOCTPAHEHHOCTH: IIPH
aHaJM3e PEeKTaJIbHOIO0 M MOAKOXHOTO abIOMHHAIBHOTO >KHPO-
Boro OuorncuitHoro marepuana - 5% u 4,3% COOTBETCTBEHHO
[10, 19]. B Oonee mo3mHHX paboTax, e MOIKOXHAs OUOICHS
a0JOMHUHAIBHOTO JKHpPa IPHUMEHSANIAach KaK CKPHHUHTOBBIH Me-
TOJA Ha HeOompmuxX rpynmax 6onbHEIX PA, moka3aHa 6Gonee BEI-
cokas pacmpocTpaHeHHOCTb AA-amunoungosa - 8% [20], 23%
[17] u maxe 78% [11]. Ilpm mcciegoBaHUM OHONTATOB TacTPO-
IyOINeHaNbHOH CIM3HCTOH OOONOYKH OTIOXKEHHS aMHJIOUAA
obutH oOHapyxeHbl y 13,3% wu3 407 GonpHbIX PA [12].

B cBs3u ¢ 5THM MBI pemUIN BBIICHHTH PacHpOCTPAaHCH-
HOCTh AA-ammionnos3a y OGosbpHBIX PA um apyrumm Bocmanu-
TEIbHBIMHU 3200J€BaHUSAMH CYCTaBOB, HaXOIHMBIIHXCS Ha Jede-
HUM B KiIuHMKe MHcTuUTyTa peBmaronoruun (MP) PAMH.

Mamepuan u memoowt

PerpocnexktuBHblii aHamu3 (¢ 1991 r mo 2001 r) gacToTHI
BBISIBJIICHUS THCTOJOTHYECKH IOATBEPKACHHOIO AA-aMUIOUIO-
32, B TEUEHHE KOTOPOro ObIM B3sATH OuonTaThl y 3048 00abHBIX
P3, cpean xortopeix PA ctpamanu 86,4%; I0BEHHIBHBIM peBMa-
tounusIM apTtputoM (FOPA) - 6,8%; aHKHMIO3HUPYIOIIUM CIIOH-
punoaprputoM (AC) - 5,7%; ncopuaruueckum aptputoMm (I1A)
- 1,1%. Y Bcex O0nbHBIX Oblla CO CTOWKAas HPOTEUHYDPHS H/HIH
MHOTOJIETHSII BBICOKas 1abopaTopHass AaKTUBHOCTb BOCIHAJHU-
TEIBHOTO Ipolecca. B KaxaoM KOHKPETHOM cIydae BONPOC O
IpOBEJeHUU OHOICHH pellalcs JedalluM BpadyoM. B 3aBucu-
MOCTH OT TEXHHYECKHX BO3MOXXHOCTEH B pasHbIe TOIbl OHO-
ncuy Opaluch M3 pasHBIX oOiacTed (OECHBI, NMPSAMOIM KHIIKH,
Masoil CIIOHHOW Kene3bl, MOJKOXKHOI0 a0JOMHHAIBHOIO JKHPa
U CIM3UCTOW JBEHAJLATUNEPCTHOM KHUIIKHU) OJHOKPATHO Y
KaXJI0ro OONBHOTO C Mocleayroleil 0Kpacko#d KOHTO KPacHBIM
n uccienoBaHuem B naboparopun matomopdonorun HP. Jlns
UCKIIOYCHHS JIOKHOIMOJOKHUTEIBHON pEeakIuu IpPHUMEHsIach
MOSIPU3allHOHHAs] MUKPOCKOMHUS.

Pesynemamut u obcyrycoenue

3a 1l-meTHuil mepmox BpeMeHH mnpousBeneHo 3048 Ouo-
rncuii (Tabin.), B TOM YHCIE: CIAU3UCTOW 0OOJOYKH JABCHAIIATH-
nepctHoit kumku (COJIK) - 1628; mecHrr -1177; moakoxHOTo
abnomuHanpHoro sxupa (ITAXK) - 212; camsucroit 060s04KH
npsmoit kumku (COIIK) - 24; u Manoil CIIOHHON JKeNe3bl
(MCX) - 9.

I'MCTOIOrMYECKH aMHIONA03 ObUT BBISABICH B 597 ciydasix,
NpH 3TOM YacTOTa aMHJIOHMJ03a 3aBHcesNa OT 00JacTH Ioiyde-
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Tabauya
JAHHBIE O TUCTOJIOTUUYECKON JMUATHOCTUKE
AMUIIONJO3A Y BOJIbBHBIX, HAXOJUBIINUXC:
B KIMHUKE MHCTUTYTA PEBMATOJIOT'UU
¢ 1991 mo 2001 rr.

Tox TAXK cAnkK Jlecna MCK Mpsavas k-ka B
+ 1 N T core
+ 1 -
=0 n=429 n=24 1 =
2001 ] =1 455
0 I 0 59 |370 | 24 1 | - - 11
=0 n=367 n=34 n=0 =4
2000 405
01 0 75 1292 7127 - | - -] 4
=0 n=313 n=67 =1 =2
1999 383
0 I 0 64 | 249 m |56 . 10 0 |2
=1 n=259 n=64 n=0 =4
1998 " 328
110 48 |21 15 | 49 0 |0 2 |2
=3 =105 =73 1 =
1997 " " 3 185
01 3 2 |93 6 | 67 0 | 1 1 ]2
=10 =95 n=149 =3 =1
1996 258
0 I 10 20 |75 6 | 143 0 | 3 0 |1
=20 =41 n=211 =1 n=0
1995 273
9 I 1 16 | 25 60 | 151 0 |0
1 1°
n=17 n=16 n=192 TH n=0
1994 226
4 1 13 4 | 12 46 | 146 0 |10
1 10
n=70 =0 n=79 TH n=0
1993 150
21 1T 49 [ ] 22 | 57 0 |1 0 |0
=66 n=0 n=156 n=0 =1
1992 223
17 1 49 0o |0 24 | 132 0 |0 1
0 1
n=25 n=3 n=128 =0 n=6
1991 s 162
m I 4 00 0 0
211 ! : 14
212 1199 1153 9 21
Bceero 3048
63 | 149 300 11328 225 | 952 5 5 |17
4 1
Hpumeuanne: IMMAXK - noakoxkHbIi a0JOMHHAJBHBIH KHUP
CANK - causucras JBeHAAUATHINEPCTHOH KHIIKH

MCK -
+ amMuJI0oMA oOHApYyXKeH; -

Majasi CJAIOHHAs ’KeJe3a
aMHUJOHI He OOHAPYKEH

HUs OuonTtaTta (B CKoOKax yka3zaHo yuciio OoapHbIX): MCXK -
44% (4); TTAXK - 30% (63); cnusucras npsmoil kumku - 21%
(5); mecHa - 19% (225); CAIIK - 18% (300).

Pacnpenenenue mo rogaM OOJIBHBIX C BBISIBICHHBIM aMHIIO-
uno3oM (B CKoOKax yka3aH MNPOLEHT OT YHUCJIa NPOBEACHHBIX
Ouorncuil) ObIJIO TAKOBBIM:

1991 r - 43 (25); 1992 r - 41 (18); 1993 r - 43 (29); 1994 r
- 55 (24); 1995 r - 86 (32); 1996 r - 26 (10); 1997 r - 19 (10);
1998 1 - 66 (20); 1999 r - 76 (20); 2000 r - 82 (20); 2001 r - 60
(13).

Takum 00pa3oM, 4acTOTa BBISBICHHUS aMHUJIOHI03a B OJHOM
YUYpEeXJCHHHU B pasHble roabl komebamace ot 10% no 32%. Tak,
B 1995 r u 1996 r ObuIO caenaHO NPAKTUYECKH OJUHAKOBOE
yuciao oumorncuit - 273 u 258 cOOTBETCTBEHHO, OJHAaKo B 1995 r
amuiousa Obul oOHapyxkeH B 39,7% OuontatoB aecHel (u3 151),
B 64% OuontatroB COJIK (u3 25) u B 81,8% Ouonrtaro ITAX
(u3 11), a B 1996 r 5T moka3arenu ObUIM 3HAYUTEIBHO HUXKE U
paBHSAJIHUCH COOTBETCTBEHHO 4,2%, 26,5% u 0%. B nenom 3a 11
JIeT aMHJIOHMA03 THCTOJOTHYECKH ObUT moATBepxkaeH y 19,6%
o0cienoBaHHBIX OO0NbHBIX. IIpM 3TOM OKa3anoCh, 4YTO HYHCIO
OOJIBHBIX C T'HCTOJIOTHUYECKH MOJATBEPKICHHBIM aMUIOUT030M
yBeamuuaocs ¢ 43 (1991 r) mo 60 (2001 r), uTo, ¢ OAHOH cTO-
POHBI, MOXHO OOBSICHUTH yBEIMYEHHEM 4YHCIIa OHOICHUI COOT-
BETCTBEHHO co 162 1o 455 B roa, HO C IPyroi CTOPOHBI, s
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NIPOBEJCHUs OONBIIEro 4YHcia OWOICHH, OYCBHIAHO, HMEIHCH
moka3aHus (CTOWKas NMPOTCHHYPHUS H/UIN MHOTOJIETHSS BBICO-
Kasg BOCHANUTENbHAs J1abopaTopHas aKTUBHOCTH).

IIpakTHYeCKH TaKHe JX€ pe3yNbTaThl HPHBOIAT SIMOHCKHE
HCcCIeNoBaTeNN, OOHapyXHBIINE THCTOJNOTHYEeCKH (OHomcus
MTOYKH) MOJTBEPKACHHBIH amuminonnos y 18% um 19% GonbHBIX
PA B teuenue 1979-1988 rr m 1989-1996 rT COOTBETCTBEHHO
[15].

OTed4ecTBEHHBIM PEBMATOJIOraM IO CHX IIOp HE COBCEM IO-
HATHO, CUMTaTh JIH AA-aMuUI0OUI03 ocloxHeHueM PA umm ero
BHeCYCTaBHBIM (''CHCTEMHBIM") HPOSBICHUEM, ITOCKOJBKY:

1) CornacHo oTedecTBeHHOU paboueil kmaccupuxanuu PA
(1966 1), Ha3piBaBmIeTOCS "MH(EKIMOHHBIM HeCHEUU(HUICCKUM
moJIMapTpUTOM", aMHIIOUIO03 3Bydal B AHMarxHose: "HHQEKTapT-
pUT ¢ HeGPUTOM MIM aMHIOMA030M mouek " [6].

2) B 1980 r ma nnenyme Bcecoio3Horo obmecTBa peBMaTo-
nmoroB B r.TOunucu Oblna mpuHsATa HOBas pabodas kiaccUH-
kanus PA, mo xoTopoil aMHIOHJ03 BXOIHI B KIHMHHKO-aHATO-
MHUYECKYI0 XapaKTepUCTUKY: PA ¢ CHCTEMHBIMH NpPOSBICHHAMU
- HOPaXXEHUEM DPETHKYJIOIHIOTCIHAIBHON CHCTEMBI, CEPO3HBIX
000J104€eK, JEeTKHX, Cepala, COCyI0B, MOYEK, Iia3, HEPBHOI cHu-
CTeMBI, aMHIOHA030M OpTaHoB [5].

3) B nanpHeiimeM aMHUIOHJHOE MOpPAaXKEHHE MOUYEK OTHECIH
K BHECYCTaBHBIM HpoOsiBIeHHUSIM PA, a BTOpHUYHBIH aMUIOHUJ03
npu PA - k cepbe3HBIM OCIOXKHEHHUSM U OAHOI M3 4aCTBIX NPHU-
YUH JIETAJIBHOTO Hcxonaa Oosiesnu [7].

4) B pabGoueil xknaccupukanum U HOMeHKIaType PA
(BHOP, 1990) amunommo3 BooOuie He yka3aH, TaK K€ Kak B
HOBOM IpoekTe paboueil kimaccupuxanuu PA, 2002 r.

B MexayHapoJaHOW CTaTUCTHYECKOW Kilaccuukanuu
OomesHeill u mpoliieM, CBSI3aHHBIX CO 3J0POBBEM (IECATHII
nepecMoTp), B IV kmacce "Boxe3Hm IHIOKPHHHOH cHCTe-
MBI,paccTpOiicTBa NHTAaHHUS M HapylIeHHS oOMeHa BemecTs"
HMeeTCsl COOTBETCTBYIOIMII pa3jein,Kacaloluiicss aMUIOUIO0-
3a E 85 [4], B KOTOpOM MNpEACTAaBIEHBl €r0 HAaCJIEACTBEHHBIE
dbopMBI, a Tak jXe: BTOPUYHBIH CHCTEMHBIH aMHIJIOHIO3 -
E85.3, Bxiouyas aMHJIOWI03, CBS3aHHBIH C TeMOJIHAJIM30M;
OrpaHUMYEHHBIN JIOKAaIM30BaHHBIH amuionnos - E85.4; npy-
rue popmbl amuiouno3a - E85.8; amMuinonn03 HeyTOYHEHHBIH
- E85.9

AA-aMHUIION103, COIVIACHO LUTHPYEMBIM JIUTEPATYyPHBIM HC-
ToyHHKaM [9-19] cuuTaercs BO MHOIMX CTpaHax pacHpocTpa-
HEHHBIM H CEPbE3HBIM OCHOXKHEHHeM PA u Apyrux xpoHHUec-
KMX BOCIHAJMTENbHBbIX 3a0oneBaHuil cycraBoB. B Poccum mnoka
HET CTATUCTHYECKUX JAHHBIX O PacIpOCTPaHECHHOCTH AA-aMu-
snouno3a. Tonpko B UP 3T0 ociioxHeHHe (C TMCTOJIOTHYECKUM
moATBepxkAeHHEeM) exeronno (¢ 1991 r mo 2001 r) nmarHocrtH-
pyercst B cpenHeM y 54 O0onbHBIX, TIaBHBIM oOpa3oM PA. Otpa-
JKeHHE B AMarHo3e JODKHBI HaWTU BCe CIydaW THCTOJIOTHYECKH
00Hapy)XMBAeMBbIX OTIOKEGHHMH aMuIOuAa, Aaxe IpPU OTCYTCT-
BUH €ro KIMHUYECKHX IPOSABICHHH (JOKIMHUYECKAS CTAITHI
AA-amuiions1o3a), 4TO MO3BOJUT pa3padoTaTb COOTBETCTBYIO-
mue NpopUIAKTHISCKHE MEPOIPUITHS.

Buvisoownt
1 I[Ipobnema AA-amunonnosza npu P3 Ge3ycioBHO ak-
TyaJbHa.
2. Panuss NMpUXXHU3HEHHAass OHAarHOCTHUKaA AA-amunon-

1032 U COOTBETCTBYIOIME TepalneBTUUYECKHE BO3ACHCTBHUS MO3-
BOJISIT YAYYIIUTh IPOrHO3 G0abHBIX P3.

3. Hyxnaercs B nanpHelmIeM pemeHHH BOMPOC O
BTOPUYHOM WJIM NEpPBHYHOM XapakTepe ammiounosa mpu P3,
ocobenHo npu PA.
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AA-amyloidosis prevalence in rheumatic diseases (according to data of SI Institute of

Rheumatology FLAMS)

Objective. To examine prevalence of AA-amyloidosis in pts with rheumatic diseases (RD)
admitted in Institute of Rheumatology of RAMS
Methods. Retrospective analysis of histologically confirmed AA-amyloidosis frequency for
11-year period (1991-2001) was done. Biopsies of different organs were performed in 3048

pts.

Results. AA- amyloidosis was present in average in 19% of pts. Problem of statistic and

classification of AA-amyloidosis was discussed.

Conclusion. Early lifetime AA-amyloidosis diagnostic will allow to improve prognosis in
pts with RD. AA-amyloidosis problem in these diseases is topical and is waiting for its

solution.

Key words: A4A-amyloidosis, rheumatic diseases, biopsies histilogical examination





