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OnpepneneHue

AA-amunonaos npeacrtasnseTr cobomn
OTNOXeHne ocTpoda3oBoro benka —
CbIBOPOTOYHOIo0 aMmunongHoro
npotenHa (SAA), CUHTE3NPYIOLLEIO B
OTBET Ha XPOHMUYECKOE BOCManeHue.
B HacTosiLee BpemMsi OCHOBHOM
npuynHoun passutua AA-amunomnaosa
ABNA0TCA ayTonMMyHHble (PA, AC) n
aytoBocnanutenecHole (b)
3aboneBaHusa. OcobeHHOCTbo AA-
amumnonaosa ABnaeTcs
NPEUMYLLECTBEHHOE MopaXxeHne
MOYEK.

Hosukos IN.U., PameeB B.B., bynaHos H.M., BuHorpagosa E.C., HoBukoB A.B. n ap. AA-amunonaos: 3TUONOrus, KNMHN4YecKue

NPosiBNeHnA u 3¢p¢peKTUBHOCTbL MHIMOGUTOPOB peLenTOpPoB NHTepnenkuHa-6 // KnuHuyeckas cpapmakonorus u Tepanus. — 2025. —
T. 34. — Ne. 3. — C. 55-64.




Tabamwuya 2. YacToTa XPOHHMHMECKMX BOCTAAHMTEABMBIX 3aboseBaHMH-NPHYHMH AA-amHuaomania (n=134)

Table 2. Freguency of chronic inflammatory diseases causing AA-amyloidosis (n= 134)
Npsanna _ Hucan Hoakimbix OrmocHrenkias macrora, %e
) JaboacBanmue
AA-AMMTOR 101 A IO TPV AN, I mo rpymmasy, e
AN TOHMMYHHEN 54 40 29851
wmbanceaHNE, B PA 53 39 55224
TOM HCIC
CocreMHan KpacHas | 0. 74627
BOMAHKS
[Nonuresisic 31 23 BB
AB3 AL 13 9,70149
[Ncopmarscckas & 4 47761
APTPONATHS
HpernmsEi 4 2 98507
XPOHNYMCCKINN ApFTPHT
Boseans Crunna | 0, 74627
Xpoussookmil RIBcHHLI 3 223881
KOSTHT
bonesns Kpora 4 2 98507
CIL 28 20, 89552
Ik 24 1791045
Crrrmpons 2 1. 49254
Maxna—%»unca
TRAPS 2 1, 49254
X poHHScCKIe 12 B, 95522

HANMHOCHITH

bposixoss T [+] 447761
OcroompenHT 3 2. 23881
NpoHnoccncuc 1 0, 74627
ArasaarnoiyiHBEe ME 1 0. 74627
Tybepxynes 1 0. 74627
Jpvrie npasnEL 9 6, T 1643
Boncwne Kactnssmana 3 223881
Capsosmos 2 1. 49254
AoproaprepanT Taknscy 3 2 ¥3RR1
PA 1 ocTooMCITHT 1 0, 74627

PameeB B.B., KosanoBckas J1.B., PameeBa A.C., HoBukoB A.B. bapcyk M.B. AHanu3 coBpemeHHou atnonornn AA-ammnouaosa u
OLEeHKa BNUSHUSA ee U3SMEHEeHUN Ha ANarHoCTUKY M noaxoAabl K neyeHuro // TepaneBtnyecknm apxus. — 2021. — T. 93. — Ne. 6. — C.
672-678.




[eHHO-nHXeHepHble buonornyeckue npenapartbl (FTUBIT)
— COBpeMeHHble BO3MOXHOCTU nevyeHnsa AA-ammnounaosa

NHrmontopbl PHO-q
NHrnbutopsl NJ1-6

* HHQPIMKIMAO .
* 0JOKH3yMa
* amanuMymao
4 * TOLMJIN3YyMaO
* roTuMymao

* JIeBUJINMAO
* 3TAHEPLENT

[EPTOIN3yMa0 IIAro

AHTU-B-KNeTo4Hble NHrbutope! UN-1

npenaparbl * KaHAaKHMHYMaO
* pUTyKCHUMa0 * aHaKWHpa
Hosukos 1.U., PameeB B.B., bynaHoB H.M., BuHorpapgosa E.C., HoBukoB A.B. u ap. AA-amunonos: 3TMONOrus, KNMHN4YecKme

nposiBneHnA U 3chPeKTUBHOCTL MHIMOUTOPOB peLenTopoB UHTepnenknHa-6 // KnuHnyeckas dpapmakonorusi n tepanusa. — 2025. —
T. 34. — Ne. 3. — C. 55-64.




Llenb paboTbl

OueHuTb
BO3MOXXHOCTU
NPUMEHEHUS U

9PPEKTUBHOCTb
[ Bl y naymneHToB C
PEBMATUYECKNMU
3aboneBaHnaMu,
OCINOXHEHHbIMU AA-
aMmnnongo3om

*n3obpaxeHne creHepnpoBaHO HENPOCETLIO




MaTtepuanbl u MmeToAabl
nccrnegoBaHuUA

[poBenéH peTPOCNEKTUBHLIN |l = bulh
aHanus ncrtopun bonesHen ok~ B 1 e S
NaLnNeHToOB C peBMaTUYECKNMMU RS e
3aboneBaHnamMu, g R
OCITOXHEHHbLIMWU aMUITON030M, Mol W BT
rocnmTann3npoBaHHbIX B ME 5570 . Sais
peBMartosiornyeckoe oTaerneHne =g e -
Y3 «OKB» 1. CapaTtoBa, B P Y
nepuopg ¢ 2016 no 2025 rr. e - | | |

N
..M
[




MauneHT Ne1
Maunentka H., 65 net
OnutenbHoe Bpemsa Hecnokounu
6onu B cyctaBax, pacLeHeHHble Kak
ocTeoapTpuT
B doeBparne 2024 r. BbicTaBneH PA
C despansa 2024 r. BbisiBNEHa
He3HauyuTenbHas npotenHypua (0,3
r/n), B [anbHeEWWeM HapacTaHue
npoTenHypum
BasncHas Tepanua He HasHadeHa B
CBSI3N C aHeMUeN, rmnepasotTeMmmen
15.05.24r. — 6uoncus noyvkm — AA-
amunouaos

MauneHT Ne5
MauwnenT K., 43 roga
C 2009 roga OecnokoAT
nepvognyeckne 6Gonn B rpygHOM
oTAene No3BOHOYHUKA
B 2012 r. BoicTaBneH AC
HasHauanca wmeToTpekcaT po 15
Mmr/Hed, nednyHomug go 20 mr/Hen B
pa3Hble Nepuoabl BpeMeHU
C mas 2015 r. vHMuMmnpoBaHa Tepanus
WHpNMKkcMmabom, OTMeHeHa  u13-3a
BbISIBNIEHUS1 NNAaTEHTHOro Tybepkynésa

HanbHenwas 'Men  (ronnmymab,
3TaHepuenT, CeKyKnuHymao,
ynagaumtuHmnb) — ©6e3  3Haunmoro
adhdekTa

C BecHbl 2022 1. HesHauuTemnbHas
npotenHypus (0,3 r/n)

C oktabpa 2024 r. HapacTaHve
NpOTEUHYPUN (6onee 3 r/n),
HePOTUYECKNA CUHOPOM
Hedpobuoncua ot Hosibpss 2024 r. —
AA-amunounpos

MaumneHT Ne2
Maunentka P, 64 roga
C 2011 ropa ©OecnokoaT 6onn B
CyCTaBax, OrpaHUYeHue ABWMXKEHUS,
YTPEHHSASA CKOBAHHOCTb
B 2011 r. BbicTaBneH PA
HasHnavanca metotpekcatr go 17,5
Mr/Hen (NpuHUMana B MeEHbLUEN
[ose), cynbgacanasuH 2 mr/cyT
C anpena 2021 r. OTéKM HOr Ao
KOneH
C Hosibpss 2022 r. 3HauMTEnbHas
npotenHypus (bonee 3 r/n)
BecHa 2023 r. — Guoncusa AecHb,
npamMon Knwkun — AA-ammnounaos

MauuneHT N26
MauyueHTka K., 68 net
C 2003 roga apTpuT npaBoro
KONEeHHOro cyctasa, B JarbHeunLwem
CUMMETPUYHbIN nonMapTput ¢
BOB1€YEHNEM CYCTaBOB KUCTU
B 2003 r. BbicTaeneH PA
MpoussegéH nogbop  HasncHom
Tepanuu npenapaTtoMm nednyHomng,
20 wmr/cyT (paHee MeToTpekcaT Ao
17,5 mr/Heq, rmapokcnxnopoxuH 200
Mr/cyT, cynbacanasunH oo 2 r/cyr)
C oktabpa 2024 r. npoTenHypus (8o
3 r/n)
05.11.24r. — 6uoncua noykn — AA-
amunougos

MaumneHT Ne3
Maunentka K., 70 net
C 1977 r.  apTpuUT  KOMEHHbIX
CycTaBoB, € 1985 r. — ABYCTOPOHHUI
CUMMETPUYHbIN nonuapTpuT
KPYMHbIX CyCTaBOB
B 1985 r. BbicTaBneH PA
C 2011 r. metotpekcatr go 17,5
Mr/Hen
B aBrycte 2016 r. npotemHypus o 1
r/m, 6uoncusa He BbINOMHEHA MO
TEXHUYECKUM NpUYMHaM
C wmaa 2023 r
npoTtenHypum go 1,5 r/n
Hedpobuoncms ot mas 2023 r. —
AA-ammnnounpgos

HapacTaHue

MauuneHT Ne7
MaunenTka J1., 66 net

C 2012 ropa
nonvapTpuT

CUMMETPUYHbBIN

B 2012 r. BbicTaBneH PA

basuncHas Tepanusa nroxo
nepeHocunach nauneHTomM
(meToTpekcat, cynbgacanasmH —

NoBbILLEHNE TpaHcamMuHas,
negriyHoMuz, — TrONOBOKPYXXEHUS,
nosbiweHue MTI1)

2020 rogq — runonNpoTeNHeMUd,

rmnoansbyMmmHemus,
npotenHypus (5,3 r/n).

Bblpa>KeHHasd

2020 . — Ouoncua noykum — AA-
amunonaos

MauueHT N4
MauweHT K., 64 roga
C 2011 r. 6o B KpecTue, ¢ 2016 .
npucoeauHeHne cyodebpunureta. C 2019
r. pebpunbHas nuxopagka, 6onm B ropne
B aHBape 2021 r. BbicTaBneHa bonesHb
Ctunnay B3pocnbIx
MpuHuman wmeTtoTpekcaT go 20 wmr/Heq,
3atTem — nednyHommng 20  mr/cyr,
CoXpaHsanach BblCOKasi akTMBHOCTb
B nioHe 2021 r. BBegeHue toumnmsymaba c
NONOXUTENbHBIM  3(PPeKTOM, Ha BTOpOE

BBEOEHWEe —  KpanuBHWUa, npenapat
OTMEHEéH
LlepTonnaymab naron, ronumymao,
KaHakMHymMab — C  KpaTKOBpPEMEHHbIM
appekTom
B wmapte 2022 r. HesHauuTenbHas

npotenHypusa (0,32 r/n). C uonsa 2023 r.
3HauuTenbHasi npoteuHypus (bonee 3 r/n),
HEePOTUYECKNA CUHOPOM

Mionb 2023 r. — ©Owuoncusa xenyagka,
060004YHON  KWULLKWK, noykn —  AA-
amunonpgos

MauuneHT Ne8
MauneHTtka HO., 48 net
B 1991 rogy apTpuT KOSEHHbIX
CyCTaBOB, 3aTeM CKOBaHHOCTb W
OorpaHuyeHne AOBWKEHUA B LUEAWHOM
oTaene No3BOHOYHMKA
B 2002 r. BbicTaBneH AC
BasucHas Tepanua (meToTpekcaTt oo
15 wmr/Hed, cynbdacanasvH go 3
r/cyt, nednyHomng 20 mr/cyTt) 6e3
3Haummoro addbekTa, peunamBbl
npuaoumknuTa.
Mopnbop TIWUBI: wuHdnmMkcumad c
3pPEeKTOM NpM YacTOM BBELEHUM,
ronumymab ¢ HU3KUM 3PP EKTOM.
C BecHbl 2021 TI. OTEKM HWXKHUX
KOHEYHOCTen, NpoTenHypus (2 r/n)
2021 r. — o6uoncusa noykn — AA-
amunoungos




AHanun3 KNMHN4YeCcKux criy4yaen

Bo3pact mamuenTtoB coctaBuia or 43 mo 70 jer
(cpeauuii Bo3pact 61,2+9,2 ner)

BpeMs ¢ MOMEHTa MOCTAaHOBKHU JUArHo3a OCHOBHOTO
3a00JICBaHUS 10 PA3BUTHUS aMUJIOU03a COCTaBISAET OT 1
roja 1o 38 neT (cpeanss JIuTenbHoCTh 16,9+12,1 ner)
CTpyKTypa peBMaTUue€CKUX 3a001€BaHUI

* PeBmaTouHbBIN apTpUT — 5

*  AHKUJO3UPYIOIINI CHOHIWIUT — 2

* boxae3ns Ctuina y B3pocibix — 1

Cpeayd OpUYMH, OPUBEIAIIMX K aMHJIOHI03Y, MOXKHO
OTMETUTh  IUJIOXYH  IPHUBEPKEHHOCTh  BCIICACTBHUE
IJIOXOM MEPEHOCUMOCTU 0a3MCHOM TepaluH, BBICOKYIO
aKTUBHOCTH OCHOBHOTI'O 3a00JI€BaHUS

{ TanueHTaM BBINIOJIHEHA OMOIICHA MOYKH, 2 — TOJICTOH
KHUIIKH, 1 — AecHbI, 1 — skemyaKa

Ctpyktypa P3

mPA =AC =BC




Tepanua nocne Bepundpukaumm ammnonaosa

o HMurunouropsr NJI-6 — 5
* 0J0KH3yMao — 4
* Touuanzymao — 1 MBI
o HMuruduropst ®HO-0 — 2
* amanuMmymad — 1
* 3raHepuent — 1

o AmnTH-B-Kkierounsie mpemnaparsl (puTykcnmad) — 1 A

2 TlanpeHTa — 3amMeHa paHee HaszHadeHHoro [ TBII
(amanumyma0, kaHaknHymMa0) Ha wmHTHOHTOpP MJI-6

(onoxmu3ymad)

1 mauueHT — 3amMeHa MHQIMKCMMa0a Ha agaJauMymad " OriokuaymaG = Tauunuaymat
ap,anmmyma6 ® 3TaHepuent

(IpyUYMHA — PEUUIUB UPUIOLMKINTA) . pUTYKCHMAG

3 marmmenta — [ UBII + xoaxunua




OdunHamuka B TevyeHue roga (6 naumeHTOB)

Y 6 u3 0 manmMeHTOB — CHIDKEHHUE AaKTUBHOCTU 3a00JIEBAaHUS U
yIIy4IIeHHE OOIIEr0 CaMOYyBCTBUS

Y 3 u3 6 — kynupoBaHue MNPOTEHUHYPUM B TEUEHHE TIoja IOCIE
Ha3zHadeHus [ MBI, y 2 — cHu>KeHHne ypoBHS CYTOYHOH MPOTEHUHYPHUHU
c>5r1/mno 0,5-31/n

Y 1 — kynupoBaHue HE(PPOTHUECKOTO CHHApOMA 4Yepe3 3 Mecslla
OCJI€ Ha3HAYCHHUS OJOKM3ymMada W CHHKCHHE NPOTCMHYPUHU MEHEE
0,5 1/11 yepe3 moJTopa rojaa

Y 6 u3 6 — yMeHbIIIEHUE BBIPAXKEHHOCTH CYCTaBHOIO CHHApPOMA

Y 4 u3 6 — camxenue ypoBHs CPb

Ucxon: 3 mamuenta — XbII C2, 2 — XBII C3a, 1 — XBII C5.




AnHamMukKa CyTo4YHOU NPOTENHYPUN
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KayeCcTBO XXU3HM

6 MalMEHTOB MOCIIC
OA00pPaHHOM I'€HHO-
WHXXECHEPHOU TEpaIuu
OTMEYAIOT YIIYUIICHHUE
Ka4e€CTBa KU3HHU, XOPOIIYIO
IIEPEHOCUMOCTh TE€paIliH,
BO3MOKHOCTD JXKUTH 0€3
IIOCTOSIHHOT'O O0JIEBOTO
CUHIpOMA

POTO N3 OTKPLITbIX NCTOYHUKOB CETU IHTEPHET




BbiBOAObLI

* Ha npumepe KNMHU4eCcKknx cnyyaes
nBloBEIL?MOHCTpMpOBaHa 9P EKTUBHOCTbL
[ B neyeHnn AA-ammnongosa y
nauMeHToB C peBMaTU4YeCKUMHU
3aboreBaHnaAMHU

» CoBpeMeHHble Bl no3sonsatoT
mMoauduunposaTb TedeHne AA-
amMmmnounaosa, BO34eNUCTBYA Ha pasHble
MeXaHW3Mbl naToreHesa, NpenmyLecTBeHHO
BINMNSAA Ha aKTUBHOCTb OCHOBHOIO
3aboneBaHus

 PaHHSAa anarHocTtuka U cBoOeEBpPEMEHHas
Kolféaekum Tepanuu ¢ UCNOSb30BaHNEM
[ VBl y nauneHToB ¢ AA-ammnnongosom
NO3BOJIAET He TOJIbKO YNy4dLlUUTb Ka4eCTBO
NX XXU3HWN, HO U UBMEHUTb NPOrHO3
3aboneBaHus
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