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Pestome. OnMcaHo KAMHMYeCKOoe HaBAIOAEHUE NAUUEHTa, CTpaadiolero 6oaee 20 AeT PEBMATOAOTU-
YeCKUM NpoLLeCCOM, KOTOPbIN MASHTUPULMPOBAH KOK 60Ae3Hb BexTepesa B nocaeaHue 5 Aert. Mporpec-
CUPOBOHUE OHKUAO3UPYIOLLLErO CMOHAUAUTA OCAOXHUAOCH PA3BUTUEM HEPPOTUYECKOrO CUHAPOMA U
NPOrpecCcuUpyoWmMM CHMKEeHnEeM QYHKLMN NOYEK AO YPOBHSI XPOHMYECKOW GOAE3HM NoYek 4-1 CTaAUUn
(pacyeTHAs CKOPOCTb KAy6oukoBon duabTpauum (pCK®P) — 19,8 MA/MUH), aHeMUM U Kaxekcun. Buon-
CUS A€CHbI HE BbISIBUAQ AMUAOUAQ, GMONCUS NMOYKM NOATBEPAUAC HOAMYME AA-OMUAOUAO3A. BbIAG HOYATA
Tepanms aAGAUMYMAGoM B Ao3e 40 Mr 1 pas3 B HEAEAID, Yepes 2 mecsua — 1 pas B 2 HeaeAu. OpHoBpe-
MEHHO MALUMEHT MOAYYOA OAMECAPTAH, CUMMNTOMATUYECKYIO Tepanuio. TpexAeTHee BBEAEHUE CAQAU-
MYyMA6a NPUBEAO K CTOMKOMY KOHTPOAIO OKTUBHOCTU OHKMAO3UPYIOLLETO CMOHAUAUTA U MOCTENEHHOMY
BOCCTAHOBAEHUIO PYyHKLMM novek A0 PCKP 62 MA/MUH. Ha dpoHe AeyeHns y NauUeHTa POAUAUCH AETHU.
MprBeAeHO AETAABHAOS XOPAKTEPUCTUKA Hedppobuontara. AeyeHne aAdAMMYMAGOM U OAMECAPTAHOM
NPOAOAXKAETCS.

KAtoueBblie CAOBA: QHKUAO3UPYIOLLMIA CIIOHAUAUT (6OAE3Hb BexTepeBa); aAQAUMYMAG; BTOPUYHBIA AMMU-

AOUAO03; AA-OMUAOUAOS; XPOHMUYECKASt GOAE3Hb NoYeK

Honroe BpeMsi aMUJIOMA03 paccMaTPUBAIU KaK OJHO
3a0o0yieBaHUe, XapaKTepu3ylolleecs MeTadoInueCKUM Je-
¢dexToM. Ha ceromHsiiHuii AeHb MOJ aMUJIOMIO30M I10-
HUMAIOT Tpynmny 3a0oJieBaHU, I KOTOPBIX TUIUYHO
OTJIOXKEHME B TKAHSIX U opraHax (pUOpPUIUISIPHOTO TJIUKO-
MpoTeraa aMUIoOn1a, KOTOPBI OTJIMYAeTCsl OT APYTrux pu-
OpWJUISIpPHBIX MPOTEUIOB TKAHEH CIOCOOHOCTBIO K JBO-
HOMY JIy4enpeJIOMJICHUIO B TTOJISIPU30BAHHOM CBETE U3-3a
Kpocc-P-cKiiamyaToil KOH(GOpMaIIn.

CoBpemeHHas KiiaccubUKalis aMAJIONI03a BhIIEISIeT
okouio 30 ero KiMHUYecKux (popM, HanboJIee pacrpocTpa-
HEHHbIE U3 KOTOPbIX — CUCTEMHbIE U JJOKaJIbHbIe. beaku —
MPEeAIIeCTBEHHUKNA aMUJIOUa — CYIIECTBEHHO pasfinya-
I0TCS IO CBOUM (DU3MOJIOTUYECKUM (DYHKIIUSIM, UX CUHTE3
peryaupyetcs pa3HbIMU (pakTopaMu. Tak, hopMupoBaHue
AL-Tuna aMuaona03a SIBISIeTCS pe3yIbTaTOM IIa3MOKJIIe-
TOYHOI JMCKPa3uu ¢ MPOAYKIIMEH aMUIOUIOTeHHbIX Jier-
KHUX liereil UMMYHOTIJIOOYJIMHOB MaTOJIOTMYeCKUM KIIOHOM

TJ1a3MOLIUTOB B KOCTHOM Mo3sre. [Ipu AA-Tumne neno3uius
aMuJionia 00yCJIOBJieHAa BBICOKOW TIPOAYKIIMEH aMUI0-
MIOTEHHBIX OEJIKOB OCTpoii a3wl BocmajieHUs SAA, 9To
MMeeT MECTO TTPU PeBMATOUIHOM apTPUTE, OCTEOMUEITUTE,
TyOepKyJie3e, OIMyXoJsiX, IepruoandecKoit 6oae3nu [1].

B 3aBUCHMOCTH OT 3TUOJOTMU U OCOOEHHOCTEU Teve-
HUS BBIIEISIOT TEHETUYEeCKN OOYCIOBJIEHHBIH M MPUOO-
peTeHHbIl amuiaouao3. Haubonee pacrpocTpaHeHHBIMU
TUMAMU CUCTEMHOTO 3a00JieBaHUSI SIBJISIOTCS aMUJIOUI03
¢ serkumu Hensmu (AL), 3a cuer BocnaneHus (AA), aua-
JIM3HBIN aMmuTono3 (AB2M), HaclieICTBEHHBIN 1 aMUJIOM -
o3 noxusioro Bo3pacta (ATTR), a Takke mpu MUETOMHOI
6osie3nu u APUD-amunonnos.

TTopaxxeHue moyek Mpu aMUIOUI03€ — OIMH U3 Hau-
Oosiee HEOMATONMPUATHBIX (HaKTOPOB TeueHUsT 3aboJie-
BaHUS. YCTaHOBJIEHO, YTO aMWJIOWJ OTKJIAAbIBaeTCs B
KJIyOOuKax MovyeK BHayaje B ME3aHTMU, 3aTeM BIOJIb Oa-
3aJIbHOIT MeMOpaHbl. [1pu BoBIcUeHNHU IMOYEK He HAOII0-
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JaeTcsl TMOJHOTO TMapajieu3Ma MeXay KIMHUYECKUMU
MPOSIBJICHUSIMU M MacCCHUBHOCTBIO OTJIOXEHMSI aMuIouaa
B KJ1yOouKax. YpoBeHb NOTepH OeKa ¢ MOYOil 3aBUCUT He
CTOJILKO OT BEJIMYMHBI OTJIOXEHUI aMWJIOWIA, CKOJBKO
OT JICCTPYKIIMM HOXEK M CaMUX KJIETOK moaouuToB. Eciun
OTJIOXKEHHUE aMUJIOMAA B KIIyOOUKax SIBJISICTCSI TIPUYMHON
MPOTEMHYPUHU, TO BOBJICUCHUE UHTEPCTULIMSI TIPUBOAUT K
paHHEMY CHIKEHUIO (DYHKIIUY TTOYeK.

CyrtouHast motepst 6enka npu AA-amuiouaose Oosee
BBIpaXkeHa, YeM TIpM IPYTUX TUMax amuiaonno3a. [lo maH-
vHeiM B.P. Hazenberg u M.H. Rijswijk, Hanuune G6enka B
Moue Habmomaercs B 70 % cinyyaeB AA-aMuiaonmosa, B TO
BpeMsI Kak CHIKeHMe (DyHKIIMU IMOYeK BCTPeyaeTcs ¢ ya-
croroii 18 %. KinnHuueckoi 0COOeHHOCThIO aMUTIOUIHOM
HedponaTuu SIBISIETCS COXPAHSIONINICSI HeDPOTUIECKUA
cuHapoM (HC) mpu pa3BUTHM MOYEUYHON HEAOCTATOUYHO-
CTH, a TaKXKe MoceNoBaTebHbIN epexo/ CTaAuN yMepeH-
Hoii npoTeruHypuu B HC 1 moyeuyHyio HENOCTaTOUHOCTb.
HC npu amuiongo3e npoTeKaeT co BCeMU KJIaCCUIECKUMU
MPOSIBICHUSIMU: MaCCUBHAsI IPOTCUHYPUSI, TUTTOATBOYMU--
HeMusl, rurepxojectepuHeMusi, oreku. OTeKkn pa3BuBa-
FOTCSI JOBOJIBLHO PaHO M IIPUOOPETAIOT CTOMKMIA XapaKTep.

Pa3zpaboTka MMMYyHOOMOJIOTMYECKUX JIeKapCTBEHHbIX
npenapaTroB MPOU3BeIa PEBOJIOLNIO B TeParneBTUIECKOM
MOAXO0JIe MPU XPOHUYECKUX PEeBMATHUECKUX 3a00JIeBaHM-
sIX, OCOOEHHO y TAIlMEHTOB, YCTOMUYMBBIX K CTaHIapTHO-
My JiedeHuto (Taba. 1). Mcronab3oBaHue 3TUX MperapaToB
NENCTBUTEIHHO TTO3BOJIMIIO YYYIIUTh TPOTHO3 TIPU TaKUX
peBMaTMYeCKUX 3a00JieBaHMSIX, KaK PEBMATOMAHBIN ap-
TPUT, ICOPUATUYECKUN apTPUT, AHKUJIO3UPYIOLLUIA CIIOH-
T (AC), cucteMHasl KpacHasl BoJlYaHKa, U MOJIyYUThb
KJIMHUYECKYIO PEMUCCHIO.

IMpuBoAMM KJIMHMYECKOE HAOIIOACHUE, WITIOCTPUPY-
jollee TeueHue 3aboseBaHusl U IGHEKTUBHOCTD JeUEHUs
aHTarOHMCTOM (haKTopa HEKpo3a OMyXoJIM aib(a amaiu-
MymaboMm [2] y maumueHTa ¢ BTOpUUYHBIM aMUJIOUI030M AA
Ha (hoHE aKTMBHOTO aHKWJIO3UPYIOIIEro CIIOHIUINATA.

TMauuent ., 40 net, 0OpaTUiICS B MEAULIMHCKYIO ITpaK-
tuky npodeccopa . Meanosa 20.03.2017 . ¢ xxanobamu
Ha 0OJIM B CIIMHE, MPOrPECCUPYIONIYI0 OOIIYI0 C1aboCTh
W YTOMJISIEMOCTb, TPYIHOCTH TIPW XOJAbOE, BBIPAKCHHBIE
OTeKW HUKHUX KOHEYHOCTEI, HOIoIIe O0JIM B CITMHE.

Anamues 6Oonesnu. Cuutaer cebss 6osbHbIM ¢ 2000
roja, KOraa MossBWJIMCH OOJIM U OTpaHUYEHUsI TBMKEHUIM
CYCTaBOB HIKHMX KOHEYHOCTEH, CKOBAaHHOCTb B TIOSIC-

HUYHOI o0siacTh. JIeuuscst mo MecTy XKUTEJIbCTBA Y PEB-
MaroJjora u opronena. [lalueHTy ObUIM peKOMEHIOBaHbI
peHTreHorpadusi KOJIEHHBIX U Ta300€ApEeHHbIX CYCTaBOB,
MarHUTHO-pE30HAHCHasE ToMmorpadus TIpyoqHOro U TIO-
SICHUYHOTO OTJ/IEJIOB TMO3BOHOYHMKA. B oOleM aHanuse
kpoBu (OAK) — aHeMms1, CKOpOCTh OCeTaHMST SPUTPOLIN-
toB (COB) — 40 mm/4. O61mwmit ananmu3 moun (OAM) —
0e3 ocobeHHOCTell. buoxumuueckuii aHaau3 KpOBH:
C-peaktuBHblii 0e10K (CPB) — ++, peBmaTonnHbii dak-
top (P®) — orpunarensubiii, HBs-Ag — oTpuliatebHblif;
UMMYHOIJIOOYIMHBL Kilacca G K HeneHaTypUpOBaHHOM
JHK oTrpunarenbHble; UMMyHOGEHOTUIIMPOBAHUE JTUM-
¢oLuToB nepudepriecKoil KpoBU BBISIBUIIO aOCOIIOTHOE
U OTHOCHUTEJIbHOEe CHuXeHue B-numdouutoB, oTHOCU-
TeJIbHOE TMOBBILIEHWE HATypaIbHBIX KUJUIEpOB. PeHTreHo-
rpadusi IpyIHOTO U MOSICHUYHOTO OTIEJI0B TO3BOHOYHUKA
MMaToJIOTUM HE BBISBUJIA, peHTreHorpadusi KOcTei Taza —
KPECTIOBO-MOB3/IOIIHOE COYJICHEHHUE CIpaBa YETKO HE
MPOCIEXUBAETCS, CIEBa KPECTLIOBO-TOAB3I0LIHOE COUJIe-
HEHUE BUJIHO MPEPBIBUCTO, MPEACTABISIETCS CYXXEHHBIM.
VibTpa3ByKOBOE MCCIEeIOBaHNWE BHYTPEHHUX OPraHOB —
renatomeranusi. KoHCyIbTMpOBaH peBMAaTOJIOrOM, ObLT
MTOCTaBJIEH TUArHO3 «aHKWJIO3UPYIOIINIA CITOHIMIOAPTPUT
(6one3np bextepena), XxpoHMYECKOE TeUEHNE, aKTUBHOCTh
II ct., ®H II-III, omHOCTOpOHHMII cakpousieuT I—II cT.».
CorjnacHo peKOMEHIAlMsIM peBMaTojiora, Iojydan Oa-
3MCHYIO TepalMio B BUIE METOTpeKcaTa 7,5 MI B HeIesio
¢ (bonmeBoit KMUCIOTOM 2 MI/CyT, HEOOJIBIIIYIO 103y TJIIOKO-
koptukounoB. B 2003 romy nocie KOHCyJIbTallul B peBMa-
TOJIOTUYECKOM OTnesieHuu I. KueBa B CBsI3U ¢ mporpeccu-
poBaHUEM Xajlod W PEHTTeHOJOTUYECKON KapTUHBI ObLT
Ha3Ha4YeH KOJIXUIIMH B 03¢ | MI 2 pa3a B CyTKM B TE€UCHHE
6 MecsI1IeB ¢ TTOJIOXUTETbHON AuHaMKuKoi. [Tocnenyromie
14 7eT HECUCTEMHO MOoJTy4asl JIeYeHUE y peBMaToJIora.
CocTosiHMe MalMeHTa pe3KOo YXYIIIWIOCh B deBpaiie
2017 roma, Korma MOSIBUJIMCH OTEKM HIDKHUX KOHEUHO-
creii 1 6esok B moue. Koncynsruposan 8 HUU Hedposo-
TWH, TIie 3aM003PEHO pa3BUTHE BTOPUYHOI HedbponaThuu
(AA-ammnonno3?) Ha doHe 6ose3nu bexrepesa. buorncusa
JIECHBI He TIOATBEPINIa TUarHo3 aMmIonso3a. OmHaKo co-
CTOSIHME TMallMeHTa IIPOAoJIKaIo yxyamarbes. Oopalnano
Ha ce0s1 BHUMaHUe 3HAaUUTeIbHOE TIOXYIeHUE, TUTTOTEH3US
80/50 MM pT.CT., mUapest, HEPEIKO C MPOXKUIKAMU KPOBU.
IToMuMo mepudepruyecknx OTeKOB, aclluTa OOHapyKeHa
JKUJKOCTh B TIepUKape, MIeBpalbHOM MOJOCTU ¢ 00enX

Ta6nnya 1. TepaﬂeBTM‘-IECKMe aHTupeBmaTndeckune MMMyH06M0ﬂOI' n4ecKue npenapartbl

Fpynnbl npenapaTtoB

HassaHusa npenapartoB

AHTaroHMCTbI hakTopa HeKpo3a onyxonu anbga

MHdnukcumab, atTaHepuenT, aganumymasd, ronmmyman,
ueptonusymad

AHTU-B-kneto4dHasa Tepanus

Putykcnumab, 6enmmymat, odpatymymad, okpenmayman,
Tabamymab, ataumuent

MHrnéuTop T-KNeTo4HOW KOCTUMYNALIMN

AbaTauenTt

AHTaroH1CTbI MHTEpnenknHa-1

AHakuHpa, KaHakMHymab

AHTaroHUCTbI MHTEpPNENKNHA-6

Tounnmsymab

AHTaroHMCTbI MHTEpneriknHa-17A

CekykunHymab, nkceknsymab, 6poganymad
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cropoH. JlabopaTopHbie maHHble: B OAK — aHemus 2-it
crenienn, COD — 76 mm/4. OAM: ipoteunypust — 3,3 r/71.
BuoxumMuyeckuii aHanu3 KPOBU: TUITONPOTENHEMMUST — 00-
muii 6e0k — 40 r/1, CPb — ++, PO — oTpuiaTeTbHbII,
KpeaTuHUH — 125 MMoJib/J, MoYeBMHA — 9 MMOJb/J.
Boina mpoBeneHa OMOTICHS TTOYKU, TUCTOJOTUIECKOE MC-
cJleloBaHUE TIOATBEPAIIIO JMATHO3 BTOPUIHOTO aMIJIOW-
J103a.

YuuTbiBass MHEHUWSI pEBMATOJIOTOB U JTaHHbBIE
HehpoOUOTICUM, 3aKITIOUYUTEbHBIN AUAarHo3 chopMyiu-
pPOBaH CleyIoIMM 00pa3oMm.

OCHOBHOI: aHKUJIO3UPYIOIINI CIIOHAMIOAPTPUT (00-
Je3Hb bexTtepeBa), XpOHMYECKOE TeUYeHHE, AKTUBHOCTH
III ct., ®H III, aByctopoHHuii cakpowieutr (Rg ITI—
IVecr).

OcioXkHeHWe: BTOPUYHBIN CUCTEMHBIN aMUIOUI03 —
rnopaxeHue noyek (HedpoTUUECKUit CUHAPOM, aHacapKa:
nepudepuyeckue oTeKu, acluT, ruapoTopakc). Kaxekcus.
BropuuHas anemusl.

[TanmeHTy Obl1a HA3HAYeHA MOCUHIPOMHAsT Teparusl.

Oobpatwicst B «MeIULUMHCKYIO TPAaKTUKY Mpod.
J1. ViBaHOBa» B CBSI3W C TTIOMCKOM aKTUBHOTO JIEYEHUS TT0
YCTaHOBJICHHOMY TUATHO3Y.

[MoBTOpHBI aHanu3 HedpoOUonTaTa ObUI NMPOBEACH
npod. Hsanbik E.A.

3akaroyeHne Hegppobuorncum

OnucaHue OWOINCUU: B Mperapare B OuWonTaTax 10
16 KX7IyGOYKOB, 5 CKIEPO3UPOBAHbBI MOJTHOCTHIO, B 4 KITy-
0OYKax OYaroBoe OTIOXEHUE OECCTPYKTYpPHOIO PO30BO-
ro (okpacka reMaTOKCWJIMHOM M 303MHOM) Marepuajia B
KJIyOOuKax B 30HaX Me3aHIMyMma, paclpoCTpaHsIeTCsl Ha
YacTh KalMUIIPHBIX TIEeTeTh, B KIIyOOUKAX O9aroBasi cia-
60 BhIpaxkeHHas Tpojrdepalns Me3aHTHaTbHBIX KJIETOK,
doxarbHO-CcETMEHTapHOE HEPaBHOMEPHO BBIpaKeHHOE
YTOJILIIEHNUE YACTH MeprudepruIecKux KarmuLIsIpHbIX TIeTe/Ib
(puc. 1), B 3 k1yboukax (puOpPO3HO-KIETOUYHbBIE MOJIYIIY-

o

cyHok 1. [NaymneHTka @. O4aroBoe oTJIoXKeHue
6ecCcTpPYKTYpPHbIX PO30BbIX Macc B K/ly604kax
B 30Hax Me3aHruyma, pacrpocTpaHsieTcs
Ha YacTb KanuassipHbIX NeTesib, MOJIHOCTbIO
CKJ1epO3UpOBaHHbIN K/ybo4Yek. OKpacka
reMaToKCUIIMHOM U 303UHOM, yBenndeHue x 400

Pun

HU, 3aHMMaloIIMe 10 1/3 mepumerpa, oyaroBbie TOYEU-
HbIe cpalieHus nepubepruueckrux KamuUISIPHBIX TeTeTb C
Karicysnoit boymeHa, ouaropoe HepaBHOMEPHO BbIPasKEH-
HOE, B YaCTU KJYOOUKOB PE3KO BbIPAXKEHHOE YTOJIIIeHUE
U paciueruieHue 6a3anbHoi MeMOpaHbl Karcynbl boymeHa.

B kaHasbliax nereHepaTUBHbIE M3MEHEHUSsl (3epHU-
cTasl, 04aroBO rMaAJIMHOBO-KareJbHasi U BaKyoJbHasl T1C-
Tpodun), HEKpO3 TPYIIN KJIETOK, KPYITHbIE 0Yaru aTpoum
C YTOJIILIEHUEM U paclieTieHUeM TyOY/IsipHOI Ga3ajibHOi
MeMOpaHbl. YecTb KaHa/IbIIEB Pe3KO KMCTO3HO pacIIdpe-
Ha, B HUX YIUJIOIICHHbBIN aTpodrpoBaHHbIN anuTeauii. B
MPOCBETE YACTH KaHAJIbIIEB OEJIKOBbIE MaCChl, THAJITUHOBbIE
HWIMHAPHL. B cTpoMe oyaru MHTEpCTULIMAIBHOTO (HUOpO-
3a, OYaroBble Pa3HOTO pa3Mepa JTUMMOTUCTUOIIUTAPHBIE
nHWILTPaTH (puc. 2). B cocymax menkoro kanubpa pes-
KO BBIpaXKEHHOE YTOJIIIEHUE CTEHKU 3a CUET OTJIOXEHUS
06ecCTPYKTYPHBIX PO30BBIX Macc, B COCyIax CPEIHero Ka-
JIM6pa — HEPABHOMEPHO BBIPAXKEHHOE YTOJIIIEHUE CTEHKHU
U Cy>Xe€HMe MPOCBeTa 3a cyeT 3aacToGudposa U cKieposa,
04YaroBO OTMEYaeTCsl IMCMYKOUA03 (pUC. 2).

Okpacka KOHI0 KpacCHbIM — YaCTUYHO B CKJIEPO3UPO-
BaHHBIX KJTyOOUKax, B 30HaX 04aroBOro CKjeposa Kiybou-
KOB, B YaCTH YTOJIIEHHbIX KATWJUISIPHBIX METeJIb, 04aroBO
B YTOJIIIEHHOM Ga3anbHOI MeMOpaHe Karicysibl boymeHa,
B CTPOME, B CTEHKAX COCY/I0B pa3HOT0 KaJinOpa orpeaessi-
eTcsl OTJI0XeHUe aMuiionaa (KUPIMMYHO-KPAaCHBIE MacChl)
(puc. 3).

UmmyHomMopgorormyeckoe NCCAeAOBaHUE

IgA: B kitybouKax (hokaIbHO-CErMeHTapHbIE TPaHyJIsIp-
HbI€ IEMTO3UTHI BAOJIb YACTH KaWUISIPHBIX METENb OT + 10
++, B Me3aHruyMe 10 +, B 30HaxX OTJIOXEHUS aMuiionaa
JIETIO3UTOB HET, OYarOBbIE ACTIO3UTHI B CTPOME, B IEPUTY-
OyJISIPHBIX KaNWIIsIpax, B KJIETOUHBIX MHMWIBTpATax 10
++.

IgG: B kmyboukax (oKaabHO-CEIrMEHTapHbIE I'paHy-
JISSpPHBIE JETO3UThl BIOJIb YACTU KANWUISPHBIX METeNb 10

PucyHok 2. MayneHTka ®. [lereHepaTuBHbie
U3MEeHeHUs1 U aTpoghusi B SNNTESINN KaHallbLieB,
04aroBbIi UHTEPCTULMNAIbHBI ¢hU6PO3,
HepaBHOMEPHO BbIPaXKeHHOEe yTOJILLieHNe CTEHKM,
CyXeHue npocseTa cocyaa 3a c4eT anacTohubposa
u cknepo3sa. PAS-peakyus, ysenmyeHue x 400
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+, B 30HaxX OTJOXEHUs aMUJIOUIA IEMO3UTOB HET, OYaro-
BbI€ IETIO3UTHI B CTPOME MEXIy KaHaJIblIaMU, B IEPUTYOY-
JIIPHBIX KaNnmwuisipax, B 30HaX KJIETOUHBIX MH(UIBTPATOB
o ++, B OMUTENMU YaCTU KaHAJbIEB NEMO3UThl B BUIE
3epPHUCTOCTH A0 +.

IgM: B kiyboukax (okKaabHO-CErMEHTAapHbIE TI'paHy-
JISIpHbBIE JCTIO3UThI BIOJIb YACTU KANWJLISIPHbIX METeJb OT +
1o ++, B Me3aHruyme 110 +, B 30HaX OTJIOXEHUS aMUJIOU 1A
NIETIO3UTOB HET, OYaroBble IEMO3UThI B CTPOME MEXY Ka-
HaJbIIAMHU, B TIEPUTYOYISIPHBIX KATMJUTSIPaX, B KICTOTHBIX
nHWIBTpaTax g0 +++.

C3: B k1yb0ouKax (poKaabHO-CerMEeHTapHbIe TPAHYISIP-
HbIE IETTO3UTHI BAOJb YACTU KAITWUISIPHBIX TTETEJb OT + 10
++, B M€3aHIrMyMe 10 +, B 30HaX OTJIOXKEHUS aMWJIouIa
NIETIO3UTOB HET, OYaroBble NEMO3UTHI B CTPOME MEXIY Ka-
HaJIbLIaMU, B TIEPUTYOYJIAPHBIX KamWLIsIpax, B KIETOUHbIX
WHOWIBTpaTax 10 ++, B 3MUTEIMM YACTU KaHAJIbLEB B
BMJIE 36PHUCTOCTU JEMO3UTOB OT + 10 ++, y 4acTu cocy-
JIOB CPEIHEro KaJlnOpa 0YaroBblil 1EMO3UT B CTEHKE.

CD20: or yMmepeHHOro A0 OOJBIIOTO KOJUYECTBA
B-nuMdo1nMToB B KI€TOUHBIX MHOUIBTPATAX PA3HON JIO-
KaJIM3aluu.

CD68: B kirybouKax — eIMHUYHbIE MaKpodaru, MHOTO
MakpodaroB B KJIETOYHbIX MHPUIBTPATAX PA3HOI JIOKAU-
3alUU.

AA-amwiouz: BbIpaXeHHasi MO3UTUBHAsI OKpacka BO
BcexX KIIyOOYKax B 30HaX OTJIOXKEHWS aMWIOWAA, B YTOJ-
IIEHHBIX KaMJUIIPHBIX TIETISIX, B ME3aHTMAJIbHOM 30HE, B
0a3zajabHOIl MeMOpaHe 4acTy KaHaJbleB, 04aroBO B CTPO-
Me, B CTeHKax cocya0B (puc. 4).

K-nerkue 1enyu MMMYHOIJIOOYJIMHA — B KJIyOOukax B
oyarax OTJOXEHUsI aMUJIOMIa OKPACKU HET WJIU ClienoBasi,
B 9MUTEIMU YACTU KaHAJIbLIEB AETIO3UTOB B BUIE 36pPHUCTO-
CTU 0 ++, B KJIETOUYHBIX MHOUIBTpaTaX OYyaroBble Aerno-
3UTHI 10 ++, B COCYIaX HET OKPACKMU.

A-JIeTKUe 1eM UMMYHOIJIOOYJIMHOB — B KJIyOOuKax
B 30HAaX OTJIOXEHUSI aMUJIOMIa OKPACKU HET, B AMUTEIUU

PucyHok 3. MauneHTka ®. B 30Hax oyaroBoro
CKJiepo3a KJ1y604KOB, B HaCTU yTOJILLE€HHbIX
KanunnsipHbIX rneTesib, 04aroBo B YTOJILLEHHON
6a3anbHoii MembpaHe karncynbl boymeHa no3nTusHa
oKkpacka Ha amunong. OKpacKka KOHIro KpacHbIM,
yBenu4eHue x 400

KaHaJIbIIEB JICTIO3UTOB B BUJIC 3€PHUCTOCTU 10 ++, B BMU-
TeJIMK YaCTU KaHAJIbLIEB IETTO3UTOB B BUE 36PHUCTOCTH JI0
++, B KJIETOUHBIX MH(PUIBTPATaX 09aroBble METO3UTHI J0
++ (puc. 5).

3akawuerue: NaHHbBIE TTATOMOP(HOIOTUIECKOTO, TUCTO-
XUMUYECKOTO, UMMYHOTUCTOXUMHUYECKOTO MCCIIeTIOBAHUI
CBUIETEILCTBYIOT B IOJIb3Yy AA-amuionno3a (BTOPUIHO-
TO) C BBIDAKEHHBIMU TYOYJIOMHTEPCTUIIMATIBHBIMU U3Me-
HEHUSMM.

JlnarHo3 naiyeHTa Ha MOMEHT OOpallleHUsT B KIMHUKY:
«QHKWJIO3UPYIOLINN CIOHAMIOApTpUT (6ose3Hb bexrepe-
Ba), XpoHU4ecKoe TeueHue, aktuBHocTs 111 ct., ®H 111, nBy-
croponHuii cakpowient (Rg II-IV ct.). Hedpornueckmit
CHHIpOM, XpoHUUecKast 6ojie3Hb novyek (XBIT) 4-it craguu

QP

PucyHok 4. MNayneHtka ®. BoipaxeHHasi No3UTuBHas
SKcrpeccusi B KIly604Ke B 30He OTJIOKEHUs
amunonga, B yTOJILEHHbIX KanusipHbIX
netnsix, B Me3aHrnasnbHou 30He, B 6a3asibHOW
MembpaHe 4acTu KaHaslbLieB, 04aroso B CTPOMeE.
UmmyHornctoxummyeckoe nccnepoBsaHme ¢
MOHOKI/IOHas/IbHbIM aHTUTESTIOM K AA-amunongy,
yBenu4eHue x 400

PucyHok 5. lNauneHTka ®. HeratuBHas
aKcripeccusi B 30HaX OTJIOXeHUs amunionaa.
UmmyHorncroxummyeckoe nccnegoBaHve ¢

MOHOKJIOHAaJIbHbIM aHTUTEJIOM K AA-amunougy,
yBenu4deHune x 400
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Tabnuya 2
Oarta KpeatuinH | CK® | CPB | COJ cog::gl.{::::g 53%?:;1&?:;:"" Femo:;}loéuﬂ, “:::ﬁ:: :
05.2017 0,328 19,6 12 72 234 97,6 445
11.2017 0,264 25,5 8,5 35 118 112 326
04.2018 0,225 30,8 16 20 346 119 336
10.2018 0,229 30,1 54 12 124 128 256
03.2019 0,167 43,8 8,2 16 92 124 332
09.2019 0,128 60,4 | 6,65 9 56 110 338
12.2019 0,134 56,8 8,0 12 110 132 259
01.2020 0,128 59,6 5,6 8 67 126 251
03.2020 0,124 61,9 2,1 11 98 123 234

(pCKD — 19,8 ma/MHH), BTOPUUHBIA AA-aMUJIONI03 TTO-
yek, xenezoneduriutHast anemust 3-i ct. Al 0—1-ii cT.».

ITocne monyuyeHuss UHGOPMUPOBAHHOTO COTJIACHS Ta-
LIMEHTY ObljIa TIpeuToXKeHa MMYHOOKMOJIOTIecKast Tepa-
nust: aganmnmymat 40 mr 1 pa3 B Hefero IiepBhIe 2 MecsIlia,
3ateM 40 mr 1 pa3 B 2 Hegenu, Kapmocai 10 Mr B cyTKM Ha
HOYb, IJIABUKC 75 MT B CyTKM, qubepa 1 Tabnerka 3 pasa
B CYTKM, KE€TOCTepuJ 3 TabJeTKu 3 pa3a B CyTKH, alleHy-
puk 40 mr 1 pa3s B cytku, anbda [,-Tesa 0,5 MKT Ha HOYb,
mansTodep ¢doa 1 Tabnerka 1 pa3 B cyrku, apaHect 50 MKT
2 paza B Mecsll. [Tocyie Ha3HAaUeHHOTO JIeUeHUs B TeUeHUE
6 MecsI1IeB TTOKa3aTeIu KpeaTUHWHA M MOYEBHUHBI Y Mal-
eHTa crajiu rocrterieHHo yiaydmartbes, pCK® nocruria
25,6 MJI/MWH, TIOCJTe YeTO OBbITM OTMEHEHBI KETOCTEPUI U
Jmbepa. Bbulo MPUHATO pelieHre O MPOAOJKEHUU Tepa-
MUY, KOTOpasi K HacTOsIIIeMY BpeMeHM He TpekpaiieHa. K
KOHILy TpeTbero rona jeueHus agatumymadom pCK® no-
cTuria 3Ha4eHusT 60 MJI/MUH, TTOJTHOCTBIO MPOILIN GoJTe-
BBIE OIIYIIEHMS B CITMHE, aHEMUSI COXpaHsIeTCs B Ipeneiax
110—120 r/n. BrlmonHsIeT BBIIETIPEACTaBIeHHbIC Ha3Ha-
yeHUs1 6e3 UBMEHEHU.

Ananrmyma0 He TIOBJIMSLT Ha TeHepPaTUBHYIO (DYHKIIAIO
MalueHTa, yepe3 2 rojia rnocjie Havaja JeueHUs Y Hero po-
JIAJIACh TBOMHSI.

JlaHHBI KIMHWYECKMIA ciydail ¢ omuMcaHMeM JUIM-
TeJIbHOTO Tepuoaa (Tpex JIeT) HENPEePbIBHOTO JIeUEHMS
agaIuMyMaOoM TOATBEPXKIAET CTOWKOE YJIy4lIeHHWE I10-
kazateneit COD, CPBb co cHuXeHMeM TpPOTEHMHYPUU U
BOCCTaHOBJIEeHHEM (YHKIMM ITo4yeK. B menom oTrMedeHO
yJAy4dllleHWEe, YTO COMPOBOXKIATOCHh HOpMalU3alueit oeyka
SAA, rcue3HOBeHUEM HE(PPOTUUECKOTO CUHAPOMA U yBe-
JIMYeHUEM KJIMpeHca KpeaTuHuHa. Hopmanusaiust ypoB-
Heil SAA B CBIBOPOTKE IyTeM alleKBaTHOTO ITONABICHUS
OCHOBHOTO 3a00JIeBaHUST OTpeNessieT MPOTHO3 aMWJIOU-
nmo3a AA [1]. Ucrionb3oBanue aganuMmymada mmpu 00JIe3H!
BbexrtepeBa sBisieTcs n3BecTHOM omnmueil. OmHaKO BocCTa-
HoBieHue GyHkuuu modyek npu XbI1 4-ii cranuu Ha poHe
JIeYeHUsT aHKWJIO3UPYIOIIEro CIIOHAMIOAPTPUTA afaIuMy-
MaOoM B JIMTepaType HaMU He OOHAPYKEHO U TPeaCTaBIIsI-
€TCS1 TIOJIE3HBIM.

Crabuinzatopsl 00pa3oBaHust (GUOPUILT, UHTUOUTOPBI
MpOTEeacoM U UMMYHOTepaIusi okKa3ajd MHOTroooe1a-
II1e Pe3yJbTaThl B YIYUYIIECHUU PE3YyJIbTaTOB Y MalleHTOB

C CHUCTEMHBIM aMUJIOUI030M, U 3TU HOBBIE AJITOPUTMBbI
OynyT 3¢ (GeKTUBHO 00beIMHEHBI C COBPEMEHHBIMU METO-
JIaMU JIeYEHUs1, OCHOBAHHBIMU Ha XUMUOTEPANIeBTUUECKUX
cxemax [3].

B nanHoM ciyyae mamueHT cTpamaeT O0ojee 20 Jer,
B IMarHOCTUYECKOM IIOMCKE PEBMAaTOJOTrOB 3BydYalu
NUArHo3bl PEeBMATOUAHOTO apTPUTa, IMCOPUATUYECKO-
ro apTpuTa, UCKJ0Yaiu HecrneuudbUruyecKuii si3BeHHbII
KoJuT. BO3MOXHOCTM paHee Ha3HavYaeMbIX TpernapaToB
ObUIM OrpaHUYEHBI, U PE3yJbTaT ero cocTosiHus K 2017
rogy ObLT 00YCJIOBJIeH KaK JIMYHOW AUCLUTIINHOM B BBI-
MOJIHEHUW Ha3HAUYEHUI PeBMAaToOJIOTOB, TaK W OrpaHU-
YEHHBIMU BO3MOXHOCTSIMU Tepanuu. Mcrnonb3oBaHue
aganumymaba ObLIO cCKOpee OIIUeil OTYasTHUSI, XOTS U
MMeJIO Mo cO00li MaToreHeTUIeCKyo ocHOBY [3]. dak-
TUYECKU allaJiIMMyMal TMmoracujl akTUBHOCTb OCHOBHOTO
3a00J1eBaHus, 1aB BO3MOXHOCTb KOMIIEHCALIUU TTOYeY-
HOM PyHKIINU.

Takum oOpa3oM, pa3Butue AA-aMWJIOMIO3a MOXET
OBbITb TMPUOCTAHOBJIEHO, a OTJIOXEHWE aMWIOWIA, BO3-
MOXHO, SBJISIETCS KOHTPOJMPYEMBIM MPOLIECCOM 3a CYET
MOJABJEHUSI aKTUBHOCTU OCHOBHOTO PEBMATOJIOTMYECKO-
ro 3a00JieBaHMS U KOMIIEHCALIUU CO CTOPOHBI IOYEK IPU
HaJIMYMU Y HUX TaKOW BO3MOXKHOCTH, CIIPOTHO3UMPOBATh
KOTOPYIO JOCTAaTOYHO CJIOXKHO.

KonhamkT unTEpecoB. ABTOpPHI 3asBISIOT 00 OTCYT-
CTBUM KaKOTO-JTMOO0 KOH(MJINKTa MHTEPECOB M COOCTBEH-
HOIT (PMHAHCOBOI 3aMHTEPECOBAHHOCTU MPU TOATOTOBKE
JIAHHOM CTaTbU.
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Bunaaok BTOpuHHOro AA-aminoia03y npu xBopo6i bextepesa: ycniluHa 3-piyHa Teparnis aAaAiMyMmaGom

Pe3iomMe. Onucano xitiHiuHe crIOcTepeXeHHs MAlli€HTa, SKUii
crpaxaae noHan 20 pokiB Bil peBMaTOJIOTIYHOTO MpOLIECy, 110
ineHTudikoBaHuil K xBopoba bexTepeBa B ocTaHHi 5 pOKiB.
[IporpecyBaHHsI aHKiI03yI0YOTO CIIOHJMJIITY YCKIATHUIOCS PO3-
BUTKOM He(POTUYHOTO CUHIPOMY i TPOrPECYIOUrNM 3HUKEHHSIM
(byHKILII HUPOK A0 PiBHS XPOHIYHOI XBOPOOM HUPOK 4-1 cTamii
(po3paxyHKoBa IIBUAKICTb K1yooukoBoi dinbrpauii (pLIK®dD) —
19,8 mu1/xB), aHemii i Kaxekcii. biorcis sicHa He BUsIBUJIa amiJio-
imy, OiOIICist HUPKU MiATBepAnUIa HasaBHICT AA-aminoinosy. bymna
posmoyara Tepariis agaaiMmymaoom B 103i 40 Mr 1 pa3 Ha TUXKIEHb,

D.D. IvanoVv’, O.H. Fedorenko?, O.O. Dyadik’

yepe3 2 Mmicsami — 1 pa3 Ha 2 TxkHi. OQHOYACHO MAIliEHT OTPUMY-
BaB oJIMecapTaH, CUMIITOMAaTUYHY Teparito. TpupiuHe BBeIeHHs
ajiajliMmyMady TpU3BesIo IO CTIHKOro KOHTPOJIIO aKTUBHOCTI aH-
KiJIO3YIOUOTO CITOHIWIITY U TMOCTYIIOBOTO BiIHOBJIEHHST (DYHKITii
HUpoK g0 pIIIK® 62 mi/xB. Ha 111 1ikyBaHHS y MaliieHTa Hapo-
nvnucs niti. HaBeaeHo aeTajibHy XapakTepuCcTUKY HedpobionTa-
Ty. JlikyBaHHs anajiMymaboM Ta oJiMecapTaHOM TPUBAE.
Ki104oBi cj10Ba: anxinosyrounii conamiit (xsopoba Bexrepe-
Ba); amajxiMmymal; BTOpUHHMI aMinoino3; AA-aMinoino3; XpoHid-
Ha XBOpoOa HUPOK

'Shupyk National Medlical Academy of Postgraduate Education, Kyiv, Ukraine, nephrologist

’Medical Practice of Prof. D. lvanov, Kyiv, Ukraine

A case of the secondary AA amyloidosis in Bekhterev’s disease: a successful 3-year therapy with adalimumab

Abstract. Clinical observation of a patient suffering from rheu-
matic disease, which is identified as ankylosing spondylitis in the
last 5 years and is described for more than 20 years. The progression
of ankylosing spondylitis was complicated by the development of
nephrotic syndrome and a progressive decrease in renal function
to the level of CKD 4 (estimated glomerular filtration rate (¢GFR)
EPI 19.8 ml/min), anaemia and cachexia. A gum biopsy did not re-
veal amyloid; a kidney biopsy confirmed the presence of AA amy-
loidosis. Adalimumab therapy was started at a dose of 40 mg per
week, after 2 months — once every 2 weeks. At the same time, the

patient received olmesartan and symptomatic therapy. The three-
year administration of adalimumab has led to a tight control of the
activity of ankylosing spondylitis and a gradual restoration of renal
function to eGFR 62 ml/min. During this treatment, the patient
delivered of 2 children. A detailed description of kidney biopsy is
given. Treatment with adalimumab and olmesartan is still conti-
nuing.

Keywords: ankylosing spondylitis (Bekhterev’s disease); adali-
mumab; secondary amyloidosis; AA amyloidosis; chronic kidney
disease
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KomeHTap cneujiaaicta Ao crarri isaHosa A.A., Peaopenko O.I., Asauk O.O.

«CAy4Yam BTOPU4YHOro AA-aMmMAoOUA03d
npu 60Ae3Hu bexTepeBa: ycrnewHasa 3-AeTHAS Tepanus
aAOAUMYMABOM»

3HauHe TMOLIMPEHHS IMYyHO3aMaJlbHUX PEBMATUUYHUX
3aXBOPIOBAHb 3AIUIIAETHCS AKTYaTbHOIO MEAUKO-COLlialb-
HOIO IIp0o0JIeMOIO K B CBiTi, TaK i B YKpaiHi. PeBMaTuuHi
3aXBOPIOBAHHS 3 BiCLEPATbHUMU TPOSBAMU/YCKIaTHEH-
HSIMU, 30KpeMa 3 ypaxkeHHSIM HUPOK abo (hOopMyBaHHSIM
HUPKOBUX YCKJIQJHEHb, CTAHOBJISTh MOTEHIIHY 3arpo3y
SIK YCKJIAIHEHHSI Mepebiry XBopoOu, Tak i ii MporHosy, Bif
SIKOTO 3HAYHOIO MipOI0 3aJIeXKUTh TPUBAICTb KUTTSI XBO-
poro. Ha cborofiHi KiJIbKiCTb TAKUX XBOPUX 301UTbIITYETHCS,
1110 pOOUTH L0 MPOOIEMY 11Ie OibII aKTYaJbHOMO.

[Ipu ankinosyrouomy crionauiiti (AC) TpeTrHa marti-
€HTIB HIKOJIM HE IOCsITa€E peMicii, a yactoTta peMicii 6e3 Ji-
KiB He nepesuilye 10—15 %.

Yacto mpu AC po3BUBA€ETBHCST AA-aMisIoino3 HUPOK,
KJIiHIKO-JTabOpaTOpHi XapaKTepUCTUKU SIKOTO HE MaroTh
0COOIMBOCTEl, MpUTAaMaHHUX ILili XBopoOi. BropuHHMIt
aMminoimo3 HUPOK TUIly AA BiZTHOCUTBHCS OO 3arpo3JIMBUX
IJIS SKUTTS YCKJIanHeHb nepeoiry AC.

AA-aminoino3 gk yckianHeHHS AC pO3BUBA€ETHCS Y
BUIIaJKaX TPUBAJIOT0 aKTUBHOTO CYIJI0OOBOTO TMPOILIECY.
YpaxeHHs HUpoK y pamkax AC HaiiyacTille MposBIsIETh-
Csl KJIiHIYHUMU O3HaKaMW HEMPOTUYHOIO CUHAPOMY i3
IIBUIKAM PO3BUTKOM HUPKOBOiI HemocTaTHoOcTi. Lle ciig
BpaxoBYyBaTW TIpU TPOBEACHHI MudepeHIiitHoi aiarHoc-
TUKU BTOPUHHUX Hedpomnariit — riaomepysioHedpuTy, Ty-
OynoiHnTepcTuliaibHoro Hedputy. be3 agekBaTHOrO JIiKy-
BaHHS AC ypaXXeHHSI HUPOK TPOTPECY€E 0 TepMiHaIbHOT
HUPKOBOI HEIOCTATHOCTI.

Coim 3a3HaYNTH, IO 3a KUTTS MALI€HTIB i3 3aIaJIbHU-
MU 3aXBOPIOBAaHHSIMM CYTJI00iB aMil0imo3 HUPOK AdiarHOC-
TyIoTb TiIbKU Y 37 % criocTepekeHb, aCUMITOMATUIHUI

repebir aMinoino3y HUpokK — y 7—8 % xBopux Ha AC, Toxi
K MopoJtoriuHe mociimkeHHs: HedpoobionrartiB y 77 %
BUMAAKAX MiATBEPIKYE KIIHIYHO TMiTO3pUTUI aminoino3
HUPOK.

CyuacHuii piBeHb Tepartii AC, yCKJIaZHEHOTO aMiIoifo-
30M, JTO3BOJISIE TAJIbMYBATH TATOJIOTIYHUIA TIPOLIEC Y HUP-
Kax.

HaBenenuit K1iHiYHMIT BUTTAIOK JIEMOHCTPYE HE TUTBKH
CKJIAJHICTb OiarHOCTMKM, ajie¢ i1 HeJOCTaTHIO yBary JiiKa-
piB/MallieHTa 10 MPOBeAeHHS MmaroreHeTn4YHOI Teparii AC
TUTS TIOTIepe/IKEHHST BUHUKHEHHSI YCKJIQTHEHHST — aMiJioi-
no3y Hupok. IlpuBeprae no cede yBary IIBUIKOIPOTPECY-
10ue ypaxkeHHsI HUpoK. be3ayMoBHO, 1110 (hOHOM J1JIsI TAKOTO
XapakTepy rnepebiry Hegporiarii Oysia JaTeHTHa MepeicHy-
104a HMPKOBA MATOJIOTisI, IO 3yMOBJIEHA MEPCUCTYIOUUM
3aroctpeHHsIM AC.

JlikyBaHHSI BTOpUHHOTO AA-aMiloino3y 3aJIUIIAEThCS
CKJIaIHUM 3aBAaHHSIM. Y 3B’SI3KY 3 LIUM BEIEThCSI TOIIYK
HOBUX JIIKYBaJIbHUX TiIXOiB Y JTiKyBaHHI iMyHO3aMalIbHUX
PEeBMaTUYHUX 3aXBOPIOBaHb, 10 SIKUX BiTHOCUTHCS BUKO-
pucTaHHs 0i0JIOTIYHO aKTUBHUX areHTiB.

Y HaBeieHOMY KJTIiHIYHOMY CITOCTEPEXKEHHI MPOAEMOH-
CTPOBAaHO CYTTEBE MOKpAIIEHHST KJIiHiIKO-T1ab0paTOpHUX
MMOKAa3HUKIB ((DYHKIIii HUPOK) y XBOPOTO, SIKMI paHille
OTPUMYBAaB iIMyHOCYIIPECUBHY Tepariilo.

Kniniuynuit BUnmagox minarBepaKye HEOOXimHICTh Iepe-
XO/y Ha aJIbTePHATUBHUI JIKYBaJIbHUN PEXUM XBOPUX Ha
AC, pe3uCTEeHTHUX 10 TPpaaulliitHOI Tepartii.

HoueHT kachenpu Hecpponorii Ta H3T HMAIMO
imeHi M.J1. lWynuka, k.m.H. PotoBa C.0. M
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