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Ileab pabomot — onucame KauHuMeCKUll CAYHALH HACAEOCMBEHHO20 3A001€6AHUSL C AYMOCOMHO-PEUECCUBHbIM MUNOM HACAC008AHUs — ne-
puoduueckoil 601e3Hu (cemMeliHoll cpedu3eMHOMOPCKOU AUXOPAOKU).

Mamepuaavt u memoost. Ilayuenm A., 19 1em, apmsHuH, eocnumanu3uposan 6 omoenenue peemMamonoeuu KAUHU4eCKoi 60AbHULbL C Hca-
sn06amu Ha nepuoduyeckue nodsemvl memnepamypot 0o 39 °C, npucmynoobpasivie 604u 6 Jcugome, 204eHOCIMONHBIX U MA300e0PeHHbIX
cycmasax, omexu Hoe. B anamuese ¢ 8-mecsaunoeo éospacma nabnodanucy npucmynst 1—2 OnesHbvix 00€ll 8 JHCUBOMe 6 COUeManuu ¢ ge-
OpUAbHOU AUXOPAOKOU; ¢ 2 1em NOAGUAUCH APMPANUU 20/1eHOCHONHBIX CYCIMABO8, 8 NOCACOVIOUeM — KOACHHbIX U ma3o0edpeHtbix. [Ipu-
CMYNbl AUXOPAOKU U CYCMABHO020 CUHOpoMa peyudusuposaru 3—4 pasza 6 200, oauauce no 2—3 OHs, ucuezasu cnonmaunro. Ilposoduiu
AeveHue HeCmepoOUOHbIMU NPOMUBOBOCHANUMENbHIMU NPENAPAMAMU U MAAbIMU 003amu npedHu3oaona. IIpu obcredosanuu 6 cmayuora-
pe 8viseaeH Heghpomuueckuil cUHOpom Oe3 HapyuieHus YHKUUU No4eK, yeeauueHue cKopocmu 0Ce0anus 3pumpouumos 0o 62 mm/H,
C-peaxmuernoeo b6eaxa do 60 me/on, aetikouyumo3s do 16,7 x 10°/a. HmmyHnosoeuueckoe o6caedosanue OmKAOHEHUT OM HOPMbL He BbiSI8UNO.
Bakmepuonocuueckue u ceponroeuueckue uccaed008anus UCKAIOMUAY 03MONICHOCMY UHDeKUUOHHbIX 3a00neeanuil. TIposedenst snexmpo-
Kapouoepaghus, 3xokapouoepagpusi, yrbmpaszeyKoeoe uccaedo8anue 0peaHos GPUHON ROA0CMU, NOYEK, MYAbMUCRUPANbHASL KOMNbIOMeD -
Has momoepagus novex, 3a0PHUUHHO20 NPOCMPAHCMEA, MACHUMHO-DE30HAHCHAS MOMO2PAUS KPeCMU080-N008300UHBIX COYACHEHUI,
Heghpobuoncus.

Pezyavmamot. B xode 06credosanuss npogoounru wupokyo ouggepeHyuarbHy OUaeHOCMUKY ¢ UHPEKUUOHHBIMU U PeeMAamu4ecKumy 3a-
bonesanusmMu. Yuumoleas NOAUCUHOPOMHOCMb KAUHUUECKUX NPOSABAEHULl, Npednoaazaiu CUCMeMHY0 KPAacHyt eoauawky. [Ipoeoduiu
UHOYKUUOHHDBLIL KYPC UMMYHOCYNPECCUBHOU mepanuil, oKkazdasuielics Heapgpekmusroil. Juazro3 cucmemHoll KPAcHOU 60NYAHKU 8bI3bl8A
COMHeHUe, U 0451 YMOYHEHUs XapaKmepa Mopos0cUYecKUX U3MeHeHUl 8 NOYKax npoeedena He@poouoncus, eviAeuawas Haludue
AA-amunoudosza novex. Yuumoieas 3mu 0aHHble 8 COBOKYNHOCMU ¢ KAUHUMECKUMU NPOSGACHUSMU, HAUUOHAAbHOCMbIO nayueHma, ovia
YCmaHoeaeH 0uagHo3 nepuoou4eckoli 604e3Hu U Ha3HaveH Koaxuuur 2 me/cym. Yoanocs Kynupoeams KAuHUYeckKue CUMNIMOMbl B0CHANCHUS
npu nepuoodu4eckoii 601e3HU, HO COXPaHsemcs Hepomuueckuii CUHOpoM, 00YCA08ACHHbLI AMUAOUOOZ0M.

3axatouenue. [Ipedcmasnennoe HabaroOeHue 0eMOHCMPUPYEM CAOMUCHOCMb QUACHOCIMUKU NepuooutecKkoli 601e3Hu, 8epuduuyupo8antoli
cnycmsa 18 nem om nosagneHus Nepevix CUMRMOMOE 3a004e8anUs. YCmMano8AeHUI OUACHO3a NOMO2A0 HAAUYUE KAUHUMECKUX NPOSAGACHUL
3a0601€6aHUs Y MOL00020 HeN08EKA APMAHCKOU HAUUOHAALHOCMU U MOPOA0UMECKOe UCCAC008AHUEe NOYEK, BblABUBULICE DA3BUMUE CePbe3-
HO020 0CN0JICHeHUs: nepuoduyeckoil bonesnu — AA-amunoudosa. Jleverue KoAXUYUHOM NO380AUAO KYRUPOBAMb CUMIIMOMbL NePUOOUHeCKOl
601e3HU.

Karoueesnie caosa: nepuoduueckas 6one3nuv, cemeiinas cpeou3eMHOMOPCKAs AUXOpaoka, Hacieocmeentoe 3abonesanue, AA-amuioudos,
CAOCHAS OUACHOCMUKA NepUuoou4ecKoil 6oaes3Hu, Heghpomuueckuii CUHOPOM, Heghpobuoncus, Aeuerue nepuoouteckoli boaresnu, Mopghoso-
euyeckoe uccaedoganue noex, KoAXuyuH, KaHaKuHymao

Jlas yumupoeanus: Illaonesa C.U., Yemunosa E.E., Berosepyesa JI.B. u dp. Cayuaii no3oueti ouaeHocmuiku nepuoouteckoti 6ose3nu,
ocnoxcrentoil AA-amunoudozom. Kaunuyuem 2018;12(2):37—42
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A CASE OF LATE DIAGNOSIS OF FAMILIAL MEDITERRANEAN FEVER COMPLICATED BY AA-AMYLOIDOSIS

S.1. Shchadneva', E.E. Ustinova', L.V. Belozertseva®, V.V. Gorbunov?, N.S. Kurbatova’
IChita State Medical Academy, Health Ministry of Russian Federation; 39a Gorkogo St., Chita 672000, Russia;
Chita Regional Clinical Hospital; 7 Kokhanskogo St., Chita 672038, Russia

The aim of study was to describe a clinical case of a hereditary disease with autosomal recessive type of inheritance — familial Mediterra-
nean fever (FMF).

Materials and methods. Patient A., 19 years old, Armenian, was hospitalized in the Department of rheumatology of the clinical hospital
with complaints of periodic temperature rises to 39 °C, paroxysmal pain in the abdomen, ankle and hip joints, legs edema. In anamnesis
from 8 months of age there were attacks of 1—2 day abdominal pain in combination with febrile fever, from 2 years there were arthralgia
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of the ankle joints, followed by knee and hip. Attacks of fever and joint syndrome recurred 3—4 times a year, lasted for 2—3 days, and disappeared
spontaneously. Treatment with nonsteroidal anti-inflammatory drugs and small doses of prednisone was carried out. The examination
in the hospital revealed nephrotic syndrome without impaired renal function, increasing of erythrocyte sedimentation rate (up to 62 mm/h),
C-reactive protein (up to 60 mg/dl), leukocytosis (up to 16.7 x 10°/L). The immunological examination revealed no abnormalities. Bacte-
riological and serological studies have ruled out the possibility of infectious diseases. Electrocardiography, echocardiography, ultrasound
of abdomen and kidneys, multispiral computed tomography of kidneys and retroperitoneum, magnetic resonance imaging of the sacroiliac
Jjoints, nephrobiopsy were performed.

Results. During the examination, a wide differential diagnosis with infectious and rheumatic diseases was carried out. Taking into account
the polysyndromicity of clinical manifestations, systemic lupus erythematosus was suggested. An induction course of immunosuppressive
therapy was conducted, that was ineffective. The diagnosis of systemic lupus erythematosus was doubtful and to clarify the nature of kidney
morphological changes nephrobiopsy was performed that revealed the presence of kidneys AA-amyloidosis. Given these data in conjunction
with clinical manifestations, the patient»s nationality, FMF was diagnosed and colchicine 2 mg/day was appointed. It was possible to stop
the clinical symptoms of inflammation in FMF, but the nephrotic syndrome due to amyloidosis persists.

Conclusion. The presented observation demonstrates the complexity of FMF diagnosis that verified 18 years after the appearance of the first
disease symptoms. The diagnosis was helped by the presence of disease clinical manifestations and kidneys morphological study that re-
vealed the development of a serious complication of periodic disease — AA-amyloidosis. Treatment with colchicine allowed to stop the symp-
toms of periodic disease.

Key words: recurrent disease, familial Mediterranean fever, hereditary disease, AA-amyloidosis, difficult diagnosis of recurrent disease,
nephrotic syndrome, nephrobiopsy, treatment of periodic disease, kidneys morphological study, colchicines, canakinumab

For citation: Shchedneva S.1., Ustinova E. E., Belozertseva L.V. et al. A case of late diagnosis of familial Mediterranean fever complicated

by AA-amyloidosis. Klinitsist = The Clinician 2018;12(2):37—42

Beepnenue

Ilepuonunueckast 6one3nb (I1b) — cemeiinas cpeau-
3eMHOMOpPCKasl IMXopajKa, J00pOKaYeCTBEHHbII ceMeTHbII
MapOKCU3MAaJTEHBINA TIEPUTOHUT, apMSTHCKast 00JIe3Hb — Ha-
CJIEICTBEHHOE ayTOBOCITAJIMTEIbHOE 3a00JIeBaHUE C ayTO-
COMHO-PELIECCUBHBIM THUITOM HaCJIeIOBaHMUsI, XapaKTepU3y-
folreecsT CIOHTAHHBIMY PEIMANBUPYIOIIMME HPUCTYIIAMI
JINXOPAIKH, TIOJMCEepOo3uTaMU (TIIEpUTOHUTOM, TTepUKap-
JIIATOM, TIJIEBPUTOM), apTputamu [1—3]. D10 3aboseBaHue
BCTpeyaeTcsl y HaponoB OacceliHa Cpenu3eMHOTO MOpsI:
apMsiH, eBpeeB-cedapaon, apados, Typok (1:100—1:400),
BO3HUKAET B OOJIBITMHCTBE CIydaeB B Bo3pacte 1o 20 jeT
[1, 4]. MyXX4UMHBI CTpafaloT Yalile XKeHIIWH B 4 pa3a B CO-
otHoureHuu 2,3:1. Tsexkennim ocinoxkHeHueM I1b saBiasgercs
cucTeMHBbI AA-amuiouno3 [5]. Haubonee yacto nopa-
KAIOTCS TTOYKM W pa3BUBAETCSI XPOHMUYECKAs ITOYEeUHasT
HEIO0CTaTOYHOCTh. YacToTa pa3BUTHS aMUIONI03a 3aBUCUT
OT 3THUYECKOM MPUHAIJIEXKHOCTU U COCTABJISIET 1O pa3-
HbIM gaHHBIM 0T 20 10 70 % [2, 5, 6]. BTOphIM OCJI0XHE-
HUEM 3a00JieBaHUsI SIBJISIETCS cTlaeuHast 00J1e3Hb, HEPEIKO
C pa3BUTHEM HENPOXOTUMOCTH TOHKOTO KUIIIeYHUKA VTN
oecrutoaus [1].

BrIsgBiIeHNe TaHHOTO 3a00JIeBaHMS 9acTO BEI3BIBACT
3aTPYAHEHUS B CBSA3U C PEIKOCThIO MATOJIOTMU B OTIEIb-
HBIX perroHax Poccuiickoit Denepaliny, MHOrooopa3mueM
KJIMHUYECKUX CUMIITOMOB, TPEOYIOIINX ITPOBEICHMS IV -
poKoii muddepeHIINaTBHOM TMarHOCTHKHY,, OTpaHTIeHIEM
BO3MOXHOCTH T€HETUYECKOTO MCCIICAOBAHUST M HU3KOU
MHGOPMUPOBAHHOCTHIO Bpaueli 00 3TOM MaTOJIOTHH.

Lenbto Tepanuu I1b siBisieTcs1 JOCTUXKEHME TTOJTHOTO
KOHTPOJIS Hall IPUCTYITAMY 1 MIAHUMM3aII1sI BOCITAJICHUST
B MEXITPUCTYITHBIN TTepuon. B HacTosiiiee BpeMsl eauH-
CTBEHHBIM OGHIIMAIEHBIM TIperapaToM, MCIOJb3yeMBIM
npu [1b u npobuiakTupyroIuM pa3BUTHE aMUIOUI03a,
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ocrtaercsl KojaxuuuH [7—9]. Ero HeoO6xoauMo Ha3zHavyaThb
KaK MOXHO paHbllle, cpa3y Mocje MOATBePKACHUS KIIU-
Hu4deckoro nuarHosa [ 10, 11]. st nedeHust pe3uCTEHTHbBIX
K KOJIXUIIMHY (DOPM NMPUMEHSIETCSI KAHAKUHYMa0 — TeHHO-
WHXXEHEePHBIN OMOJOrMYEeCKU I TTpernapart, 6JOKUPYIOIIMiA
3 deKThl MHTepJieiiKuHa-1. DTO 4YeloBeYEeCKHEe MOHO-
K1oHaIbHbIe [gG aHTUTENIa K MHTEpJIeKUHY- 1, CBSI3bIBa-
IOIIIMECS C IIMTOKUHOM U OJIOKMPYIOIIME €ro B3auMOIe-
CTBHUE C pelenrtopaMu. PekomMmeHaoBaHHAas cTapToBas 103a
JUIS B3pocabIX — 150 mMr, MakcuManbHag go3a — 600 mr
MMOAKOXHO [6].

IIpencrapnsieM KIMHUYECKUH clTydaid, IeMOHCTPUPY-
0L CJIOXXHOCTb pacnio3HaBaHus I1b, nuarHocTupoBaH-
HOI Ha CTaguM Pa3BUTUS OCJIOXHEHUS 3a00JieBaHUS —
AA-amuiiongosa.

RnuHu4eckuii cnyvaii

boavnoii A., 19 aem, apmanun, 30.09.2017 e. eocnuma-
AUBUPOBAH 6 OMOeNeHUe PeeMAMOA0UU KAUHUHECKOL 601b-
HUYbL ¢ dcarobamu Ha nepuoduyeckue noodsemvl memnepa-
mypot 0o 39 °C, npucmynoobpasuvie UHMeEHCUBHblE 00U
6 Jacusome 6e3 HemKoll NOKAAUIAYUL, OOAU 8 201eHOCTONHBIX
U mazobeopenHbIX cycmasax, omeKu Hoe, KauuyeoopasHulii
cmyn 0o 2—3 pa3z 6 cymku.

Ilayuenm podunca u evipoc 6 3abaiikanrbckom Kpae.
Cmapuwuii bpam 300pos. Y mamepu (apMAHKU) ¢ MOA0OOCHU
omMmeuanucy nepuoduyeckue ymepeHHvle 00aU 8 dHcUusome
u cycmaeax, no nogody KOmopuix oHa He 00c1e006andCh.
C §-mecaurnoeo éo3pacma y 601bH020 HAOAHO0AAUCL NPUCIY -
not 1—2 OHesHbIX @bIpadiceHHbIX 00A¢ell 8 Jcusome 6 covema-
Huu ¢ gebpunvHoill auxopadkoil. bosesvie cumnmomsr nedua-
mpbl 006ACHANU OUCKUHe3Uell Jcea4edbleo0auux nymeil,
a auxopaodky — uHgexyueil dvixamenvbuvix nymeii. B éozpacme
2 1em nosABUAUCH KDAMKOBPEMeHHble 00AU 8 20AeHOCONHBIX
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cycmasax. B 8 aem paseuincs cunosum 1e6020 K0AeHHO20
cycmaesa, Komopblil C83bl6aAU ¢ MPABMOIL, HO Yepe3 HECKONb-
KO Mecsyes NossuAUCh NPU3HAKU CUHOBUMA U NPABO2O KO-
AenHoeo cycmasa. Ilpoeoduau neueHue HecmepouoHbIMU
NPOMUBOBOCNANUMENbHBIMU NPENAPAMAMU C NOAONCUMENb-
HbiM ahpexmom. B danvHeliuem npucmynst auxopaoku, bosei
8 JIcUBOmMe U CYyCMaeH020 CUHOpoma peyudusuposaru 3—4 pasza
6 200, Oauauco ho 1—3 OHsa, ucuezansu cnoHmauto. B meoic-
npucmynHulii nepuod 604bHOU Hy8cmeosan ceds xopouio. 3a
nocaednue 3 eoda 6 npouecc 6081AeKAUCL MA300edpeHHble
cycmagwl. OOHOBPEMEHHO OMMEHaNU Y8eauteHue cKopocmu
ocedanus apumpoyumos (COD) do 46 mm/u. Pesmamonozom
3an0003peH AHKUAOUPYIOUUE CROHOUAUM, 0OHAKO 8 Nocae-
dyrouem 0auHblil duacHo3 Obia omeepeHym (no pe3yromamam
MA2HUMHO-PE30HAHCHOU MmomMoepaguu Kpecmuy080-noo-
8300UHBIX COUACHeHUL namonoeuu He eviséreno; HLA-B27
ompuuamenshblii). boavroil npodoadican Kynuposams cuMnmo-
Mbl 00A€3HU NPUEMOM HECIEPOUOHBIX NPOMUBOBOCHANUMENbHBIX
npenapamos u maavix 003 npednuszonona (5—10me/cym).
B konue 2016 e. enepevie nosisurace HeboabUUAS NPOMEUHY -
pusa (0o 0,5 e/cym). 3a HeckoabKo Mecaues OHA 803p0ocad
do Heghpomuueckoeo yposus (cymouHnas nomeps Oeika co-
cmasuna 7 e), nosAGUAUCH OMeKU CHON U 20eHell, omme4a-
aucy eunonpomeuremus 0o 50 e/a u eunoarbbymunemus 0o
25 e/n. COD yseauuunace do 54 mm/u, C-peakmueHnoiii 6e-
A0K — 60 me/on (nopma — 0,5 me/0n). Huaenocmuposan
Hegpomuueckuii cuHopom b6e3 HapyuieHus QYHKUUU no4ex.
Yuumwieas cycmasnoii, auxopadounsiii, Heghpomuueckuii
CUHOPOMbL, UBMEHEHUS 8 KPO8U, Obiaa 3ano00o3peHa cucmem-
Hasa kpacHas eoavanka (CKB). Ilposedennoe ummynonoeu-
yeckoe oocredosanue (C3, C4 komnoHenmol KOMnAeMeHma,
anmumena Kk Hamuernoi JITHK, anmunykneaprvle aumumena,
LE-kaemku, peemamoudHtblii pakmop) 0mkAOHEeHULl Om HOp-
Mbl He 8b18UN0. Takyce ObLaU UCKAIOUEHb! CUCTHEMHbLE BACKY -
AUmMbL (AHMUHeUmMpopuabHble YUmonaasmamu4eckKue aHmu -
mena, awmumena K 0a3aAbHOLU MemOpaHe KayOOUKO8 He
BbISABASANUCD).

Hanuuue ompuyamenvruix pe3yibmamos UMMYHOA0U-
Yeck020 00cAe008aHUsL NO360AUN0 NPEONOAOICUMb CEPOHESd -
muenbiii éapuanm CKB u Hauamv UHOYKUUOHHBIL KYpC
nyAbCc-mepanuy MemuanpeoHu30A0HoM U YUKAogpochamuoom
C NOCACOVIOWUM Nepexo0omM HA NepopantvHulil npuem npeo-
Huzonona. Cnycms 3 Mec jAeeHuss nocae NepeHeceHHOl
oCmpoil pecnupamopHoll GUPYCHOU UHpeKyUU 8HOBb NOABU-
AUCL NPUCMYNbL AUXOPAOKU, AO0OMUHAAZUL, apmpaneuil,
omeKu Hoe U yHauweHHblil KauuyeobpasHolii cmyn 6e3 npu-
Mmeceil 0o 3 pa3 6 cymiu. Ilayuenm b6vin eochumanru3upoéan
¢ noodo3peruem Ha peyuous CKB.

IIpu ocmompe: cocmosinue y0o8iemeopumenvHoe, pocim
163 cm, undekc maccot mena 20 k2/m?, HOpMOCMEHUK, AKMU-
8eH, co3HaHue scHoe. Koxca u cauzucmoie 00bI4HOU OKPACKU,
cmpuu Ha 6edpax. Jluyo nacmosno, ymepeHHble MacKue cum-
MempuuHnble omeku 0edep, eonreneil. JJumpamuueckue y3nvl
He yeeauueHsvl. Cycmaewl He uameHeHvl, 00veM 08UdICeHU
noanvtii. Joixanue sesuxynsproe, Y11 16 6 1 mun. Ipanuyw
cepdua 6 Hopme, MOHbI PUMMUYHbBIE, WLYMO8 Hem, Yacmoma

cepoeyHbix cokpauerull — 78 6 1 mun, apmepuanvHoe daéne-
Hue — 120/70 mm pm. cm. Ilarvhayus scusoma be3601e3HeH-
Has. Tleuens, cenezenka, nouku He nasvhuposanucs. C600600-
HOIlL JcudKocmu 6 OPIOUWHOI NOAOCMU He ONPedensinoch.

B obwem xkaunuueckom ananusze Kposu: AeliKoyumos —
16,7 x 10°/n (ghopmysa ne usmenena), mpomoouumos —
600 x 10°/a, eemoenobun — 113 2/a, sapumpoyumot — 4,5 x
10%/0, COD — 62 mm/u. Obwuii anarus mouu: yoenvHbvlil
eec — 1024, 6enok — 14,8 e/a 6 ympennueii moue (cymounas
npomeunypusi — 5,6—13 2), spumpoyumer — 0—1 6 noae
3penus. Obwuil 6eaok kposu — 37—33 e/n, arbOymun —
10,5—8,7 2/n, xonecmepun obuuii — 9, 7 Mmonv/s, aunonpome-
UObL HU3KOIL nAomHocmu — 8,2 MMOAb/1, AUNONPOMEUObL BbICO-
Kou nromuocmu — 1,5 mmoas/n, kpeamunun — 67,2 MKkmons/1,
mouesuna — 6, 1 mmonaw/n, bunupyoun — 5,9 mmonwv/n, acnap-
mamamurnomparncgepasza — 15 Ed/n, aranunamunompanc-
depaza — 9 Fo/n, C-peakxmusnbiii 6enok — 2,1 me/on, xce-
A1€30 CblBOPOMKU — 5,5 MMOAb/A.

Hanuuue auxopadxu mpebosano uckarouenus unpexyu-
OHHOIL ee npupoosl, NOIMOMY DblaU NPOGedeHbl NOCeBbl OUO-
A02UMecKux cped Ha Haau4ue 8030youmeneii 6aKmepuaIbHbIX
uH@ekyuil, komopuie oxasaauce ompuyamenvHoimu. Cepono-
euueckue uccaedo8anus UCKAIOMUAU HAAUu4ue 8UPYCHbIX 2ena-
mumoe u BU9-ungpexyuu. Ilo dannoim anexmpokapouoepa-
Guu u sxoxapouoepaguu omKAOHEHULI He OOHAPYICEHO.
Yaempa3zeykoeoe uccaedosanue opearoé bproutHoii nosocmu
u noyex: neyenb — 130 MM, KOHMYP POBHYLI, YeMKUIL, CHPYK-
mypa 00HOPOOHAs, IX02eHHOCMb YMepeHHo nogviuiera. Cene-
senra — 126 x 47 mm, naowads — 55 cm?, KOHmMYpbL pogHbie,
Yemkue, CmMpyKmypa 0OHOPOOHAS, IX02eHHOCMb 00bIYHAS.
Ce0000H0Il Hcudkocmu 6 OprowHoil norocmu Hem. Ilouxku
00bIMHBIX pa3mMepos u cmpoenus. MyabmucnupatbHas Kom-
noromepHas momoepaghus OPOWHOU NOAOCMU U NOYeK, 3a-
OPIOWUHHO20 NPOCMPAHCIEA NAMOA0SUHECKUX UMEeHeHUI
He onpedenuaa.

Teuenue 601e3HU U NOAYHEHHbIE Pe3yAbmMambl 00c1e008a-
HUs no3eoauau ycomnumocs 6 ouaenose CKB. He xapakmep-
Hbl OblAU NEeUKOUUMOo3 U mpomoOoyumo3, ompuyamenvhoie
ummyHonoeuueckue nokazamenu CKB, omcymcmeue 3¢gpghex-
ma om npoeooUMOll UMMYHOCYNPECCUBHOU mepanuu. 3ano-
dospena I1b c pazeumuem amuioudo3a nouex.

s noomeepicdenus amusoudosa 02.11.2017 2. npo-
eedena Heghpobuoncus. buonmam uzyuen cneyuasucmamu
000 <«Hauyuonanvuvlii yeHmp KAUHUHECKOU Mopghosoeu-
ueckoil duaeHocmuku» 2. Cankm-Ilemepbypea. Iloayuero
34 knybouka, noAHOCMbIO CKAEPO3UPOBAHHBIX He 0blio. Kay-
O0UKU 3HAYUMENbHO YBeAUHeHbl, ¢ OOHOKOHMYPHOU KaAnui-
ASAPHOU CMEHKOU, 0e3 NPU3HAK08 Me3aHeUAAbHOU U SHOO0-
KanuaasapHoil eunepkiemo4Hocmu, 0e3 ceecMeHmapHoz2o
CKAep03a U KAemo4Hblx noayayruii. Inomepyasapuas 6azans-
Has memOpaHa He usmeneHa. Bviseaeno dugghysnoe ymepen-
Hoe pacuupenue Me3aH2UANbHO20, CY0IHO0- U cyOanumenu-
anbHO20 NPOCMPAHCME KAYOOUKO8 3a cuem HAKONAeHUs
amuaouda — KOHe0-NO3UMUBHO20 20MO2EHHO20 aAMOPHHO0
mamepuana ¢ 080UHbIM AYYenpesoMAeHUEM 8 NOAAPU308AH-
Hom ceeme. Takce umenocs MyabmugoxaibHoe OmaodiceHue
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amuaouda 60046 myoyasipHuIX 0A3aAbHbIX MEMOPAH, CMEHOK
apmepuon u apmepuii mairoeo kaaubpa. Hmmynogayopec-
uenmuoe uccaedoganue c ucnoavzoearuem FITC-xonsio-
euposarnnvix anmumen K uesoseueckum IgA, IgG, IgM, C3,
Clq, gubpunoeceny, reeckum uensam kappa, lambda ycmano-
8UN0 ompuyamensvhblil pesyavbmam. UmmyHoeucmoxumuueckoe
uccnedoganue ¢ UCNOAb306aHUeM aHmumen Kk A-KomMnoHeH-
my amuaouda 6vis8UA0 8 YHACMKAX UX OMA0NCEHUS OUp-
DY3HYI0 MEAKOSPDAHYASIPHYIO CAUBHYIO BbIDANCEHHYIO IKCHPECCUIO
A-xomnonenma amunsouoda. Taxkum obpazom, nposedeHHoe
Mopghoaoeuueckoe uccaedogauie nO360AUL0 NOOMBEEPOUMb
Haauuue AA-amusoudosa noYeK ¢ 8bIPaANCEHHbIM NOPANCEHU-
emM apmepuon, MeAKUX apmepuii U yMepeHHbIM NOPANCeHUeM
KAY004K08 U KAHAAbYEE C OMCYMCMBUEM NPUSHAK08 210Me-
DYAOCKAEPO3a U UHMePCMULUANbHO0 (hubpo3a.

Ilayuenmy 6b110 nPedNOINCEHO NPOGeCMU 2eHeMUYECKoe
obcnedosanue, Komopoe Obl NO360AUNO BbIABUNL MYMAYUIO
eena MEFV u mem camvim noomeepdums duaerno3 I1b. O0-
HAaKo uccredo8aHue oKa3anocb HeOOCMYNHbIM 04 004bHO20
U e20 poOCMEeHHUKO8.

bvina usmenena maxkmuka newenus nayuenma: npeo-
HU30/40H OMMEeHeH, HA3HAYeH KOAXUUUH 6 003e 2 Me/cym.
o3y koppekmuposau ¢ yuemom nepeHocumocmu npenapa-
ma, ycyeyonsesuiezo ouapero. [looasren arvOymun 100—200 ma
BHYMPUBEHHO KaneabHo edceonesHo. C yeavio npogusakmu-
xu JIBC-cundpoma HasnaueHn sHokcanapud. IlIpumensiu
amopeacmamun u cumnmomamuueckoe aeuerue. Ha gone
mepanuu 6 meyeHue 2 OHell yMeHbUUAUCL ADOOMUHANbHBLIL,
CYCMABHOU CUHOPOMDbL, UcHe31a auxopadka. B nociedyroujue
Mecsaybl npucmynsl ab0oMuHaeuil u apmpaneull Oviau He-
UHMeHCUHbIMU, Auxopadka He npeevimana 37,8 C. Yepes
3 mec neveHuss KOAXUYUHOM, GHMUKOARYASHMAMU, CIMAmU-
Hamu, anb0yMUHOM COXPAHANUCH CUMNMOMbL HehpomuUecko-
20 cuHdpoma. AnvOymun Obi1 ommeneH u 0obaesieH npenapam
cou CYIIPO 760. 3a nepuood aevenus npucmynog Auxopaoxku,
abdomunaneuii, apmpaneuil He eoznuxaso. COD ocmaemces
nosvlueHHoil — 43 mm/u, C-peakmuanbiii 6erox — 1,5 me/ox,
Kpeamunun — 45 MKMOAb/1, cUNORPOMeUHeMUst U CYMOYHAs
nomeps 6eaxa — npesicrue. Tepanus u Habawodenue 3a 604b-
HbIM NPOO0ANCAIOMCS.

06cymxneHue

B nocnenHue ronbl HabMIOAAETCS TEHAEHIIMS pOCTa 3a-
00J1eBaeMOCTH U pacIlMPpeHUs reorpachuu pacripoCTpaHEHUS
I1b [5], mo3TOMYy BCTPETUTH 3TY IATOJOTWI0O MOTYT Bpauyu
JII0OBIX perroHoB. B ocHoBe natorenesa I1b eyt reHeTu-
YecKu JeTepMUHUPOBAHHAS IPOrpaMMa BOCTIAIEHUS: MyTa-
uus 6enka nupuHa (reHa MEFV — Familial Mediterranean
Fever Gene), pacriojiararolerocst B KOpoTkom riede 16-i
XpoMocoMbI (16q), YTo IPUBOAMT K HapyIeHUo auddepeH-
LMalMKu KJIETOK (arouydtapHOil CHUCTEMBbI C aKTUBaLUEl
MakpodaroB/MOHOIIUTOB ¥ CTUMYJISILIME CUHTE3a MHTEp-
JISMKWHOB 1, 6, 8 ¥ 1Ip., BBI3BIBAIOIINX MMMYHHBIE PaCCTPOi-
ctBa T- u B-knerouHoro 3BeHa [1, 2, 5, 10, 12]. Bce ato
B COBOKYITHOCTH CITOCOOCTBYET MOBBILIEHUIO TTPOHUIIAEMO-
CTU KJIETOYHBIX MeMOpaH 1 COCyI0B, MH(WIBTpALIMY B TKa-
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HM CBIBOPOTOYHBIX OEJIKOB, B TOM YHMCJI€ U CBIBOPOTOYHO-
rO aMWJIOMIHOTO KOMITOHEHTa, a Takke (DOPMUPOBAHUIO
KJIOHA aMWJIOUI00JIacTOB, 00eCTeunBaloIIMX COOPKY He-
pPacTBOPMMOTO aMIJIOMIHOTO TIMKOIIPOTerHa U (uKca-
LIMIO ero B MexXKJIeTouHoM MaTpukce [13]. [eHeTnueckoe
TECTUPOBAHNE BBISIBJISIET MyTaLIMM B IPUYMHHOM reHe MEFV
B 70—80 % ciy4aeB, MO3TOMY BaKHO I'€HETUYECKOE 00-
cJieIoBaHME BCeX WICHOB ceMbH [6, 8, 13, 14]. PazButue
aMWJIONI03a BHYTPEHHUX OPTaHOB OIpPENessieT MPOTHO3
naHHoro 3abosieBaHus. OcoOEHHO HeOJAaronpusTHbIM
SIBJISIETCSI OpaXkeHue rmovyek u cepaua [1].

Y nanyeHTa B OMMCaHHOM HaMU KJIMHUYECKOM ITpH-
Mepe HMEJIUCh TUMUYHBbIE KIMHUKO-IMAarHOCTUYECKHE
kputepuu [1b: moBTOpHBIE MPUCTYIIBI (PeOPUTBHOM JTUXO-
pPaKy B COYETAaHUM C SIBJICHUSIMU TTIEPUTOHUTA, APTPUTOM
Ta300eIPeHHOT0, KOJICHHOTO, TOJICHOCTOITHOTO CYCTaBOB,
TOBBIIIIEHWE ITTOKa3aTeseil ocTpoil (a3l BOCHAJIEHUS,
CEMEWHBI aHaMHe3, HAITMOHATbHOCTb, ITOJIOXUTETbHBIN
OTBET Ha KOJIXUIIMHOTEPATINIO, YTO COOTBETCTBYET JIUTE-
paTypHbIM JaHHBIM [1, 5, 7]. BHe mpuCTyNOB KJIWHUYE-
CKM€ CHUMIITOMBI CITOHTAHHO Y TOJHOCTBIO MCYe3an
C COXpaHEHHMEM PEeMUCCUU B TeUeHUE HECKOJIIBKUX HENlETh
un MecsieB. [1o maHHBIM JTUTepaTyphl, HanboJee YyB-
CTBUTEJIBHBIMU MapKepaMy CYOKJIMHUYECKOTO BocHalie-
Husg npu I1b cuutarorcst octpodaszHblii SAA-npoTerH
n C-peakTUBHBII 0esIOK B KpoBH [6, 13, 15]. HaGmonas-
LIUICS CTOUKUIA TPOMOOIIUTO3 Y TAaHHOTO OOJIbHOTO ObLI
HecBolicTBeHeH I1b, oH ObUT 00YCJIOBJIEH pa3BUBLIMMCS
TSDKEJIBIM  OCJIOKHEHUEM 3a00JieBaHUsSI — BTOPUYHBIM
aMUJIOMIO30M ITOYEK.

K coxanennio, MHOrooopasue KIMHUYECKUX CUMIITO-
moB I1B, Tpebyomux npoBeaeHUs IUPOoKoil nuddepeH-
LIMATbHOM TUAarHOCTUKHY, MaJIOJOCTYITHOCTb TEHETUUECKMX
METOJIOB 00CJIeIOBaHUSI, a TaKKe HEeI0CTaTOYHasl OCBe-
JIOMJICHHOCTh Bpaueil 00 3TOM HacJlIeICTBEHHOM 3a0o0Jie-
BaHMU 3aTPYIHSIIOT €r0 CBOEBpeMEHHOE BhIsiBlicHUE [16].
IMoznHss Bepudukanus I1b B mpencraBieHHOM HabJII0-
JIEHUU CBSI3aHa C UCKITIOUMTEIbHOM PeIKOCThIO 3TOTO 3a-
OosieBaHMsI B 3abaifKaJbCKOM Kpae, MO3TOMY He Oblia
yYTeHa COBOKYITHOCTh KIIMHUYECKUX TTPU3HAKOB U JIabo-
pPaTOPHBIX JaHHBIX, TIOKAa HE pa3BWJICA He(PpOTUYECKUit
CHHIPOM BCJICACTBHE aMWJIOMIHOTO MOPaXeHUs MOYeK
(yepe3 18 neT oT Havasia 3a00IeBaHUST).

[MarmeHT HaGMOAIICS y TIeAMaTpa, TaCTPO3IHTEPOJIO-
ra, peBMaroJjiora, MPOBOAWIICS IIMPOKUI KpyT nucdepeH-
LIMAJIBHOM TUAarHOCTUKM CO MHOTMMHU 3a00JIeBaHUSIMU,
BKJIIOYass MHMEKLUMU, aHKUJIO3UPYIOIIMIA CHOHAUIOAp-
tput, CKB, nonexiuuii 3a co6oit pa3HooOpa3HbIe 00Ce-
JoBaHMS. PelalonyM B IJTMTEIbHOM AMAarHOCTUYECKOM
TTOMCKE SIBUJIOCH MOP(MOIOrMIecKoe UCCIeI0BaHME TIOYEK,
MOATBEPAMBIIEEe HATMIME aMIJIOMI03a.

HazHaueHure KoIX1IIMHA TTO3BOJTIIO YMEHBIIUTD KITMHM -
yeckue nposiBiieHus1 [1b, KynupoBaTh TUXopanky, abaoMu-
HaJIbHbIE, cycTaBHbIE 0011, CHU3UTL COD 1 C-peakTUBHBII
6esok. KomxuimH crabmmmsrpyeT MeMOpaHy HEUTPOhUIOB,
MPENSITCTBYS BBIOPOCY MHTEPJIEMKMHA- |, TaKXKe OH 00J1anaeT
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AHTUMUTOTUYECKUM 3(PdPeKToM Ha aMUIOUA0OIACTHI.
IIpu Hanuuuu amunougo3a npu I1b mcnons3yor g03y
KOJIXMITMHA, OOBIYHO COCTaBIsTIonNIyo 2 Mr/cyr [1, 6, 17,
18]. Ecnu 3Ta n03a He mpeAoTBpallaeT pa3BUTUS aTak, ee
JajbHEHIIas 3cKajaus He uMeeT cMmbicia. OCHOBHBIE
OCJIOXKHEHMUS Teparuu KOJXUIIMHOM — JIrapesi, TOITHOTa
M PBOTa, KOTOPHIE MHOTIA 3aTPYIHSIOT €r0 MCIOJIb30Ba-
Hue. TpyaHOCTH B MOoA00OpPE T03bI OBLIY U Y HAIIIeTO Tallv-
€HTa: TIPY yJallleHU! CTyJIa IPUXOIUIOCHh BO3BPAIIaThCs
K MEHBIIIEH 03¢ Tpernapara u 3aTeM TUTPOBaTh ee 0oJiee
MeuieHHO. MI3BeCTHO, YTO KOJIXMIIMH BBI3bIBAET perpec-
CUI0 HE(PPOTUIECKOTO CUHIPOMA Y OOJIBHBIX MPU OTCYT-
CTBUM XPOHMYECKON TMOYEYHOI HeaocTaToyHoCTH [18].
IToaToMy y manieHTa UMeeTcsI IaHC He TOJBbKO KYITMPO-
BaTh CUCTEMHOE BOCTIAJIEHUE, ITPOJIOHTUPYS TTPUEM KOJI-
XWIIMHA, HO Y MIPUOCTAaHOBUTD IIPOTPECCUI0 aMIJIOMI03a
U KyITPpOBaTh HE(POTUUECKUI CUHIPOM.

—

. AmapsH LT [Tepuonnyeckas 601e3Hb

6. Myxun H.A., Koznosckas JI.B., Pame-

3aknoyenue

IIpencraBieHHOe HAOIIOAEHUE AEMOHCTPUPYET CIOXK-
HOCTh nuarHoctTuku I1b, BepudbULMpPOBAaHHON CHYCTS
18 JteT OT MosSIBJIEHUsI TIEPBBIX CUMIITOMOB 3a00JIeBaHUSI.
YcTaHOBIEHUIO TMAarHO3a MOMOIJIO Haluyrle MHOTOJIET-
HUX OJHOTUITHBIX KJIMHUYECKMX TPOSIBJICHUI OOJIe3HU
Yy MOJIONOTO YeJIOBEKa apMsSIHCKOW HallMOHAJIbHOCTHU
1 Mopdosiornyeckoe MccaenoBaHUe MOYEK, BhISIBUBIIIEE
pa3BuTHE cepbe3Horo ocioxHeHus I1b — AA-amuio-
uno3a. HecMoTpsi Ha MpUBSI3aHHOCTb 3TOrO ayTOBOCIIA-
JINTETLHOTO 3a00JIeBaHMsI K OTPeeIeHHBIM 3THUIECKUM
IpyniaM, OHO MOXET BCTPETUTHCS B JIIOOBIX PerMOHAax
cTtpaHbl. K 0COOEHHOCTSM cilyyas ciaelyeT OTHECTU OT-
CYTCTBUE CKJIEPOTUYECKUX MPOIECCOB B MOYKAX U CO-
XpaHHOCTh UX (PYHKIIMI, HECMOTPSI Ha BBIPAXKEHHOCTH
aMWJIOMIHOTO TopaXeHusl. JleueHre KOJXUIIMHOM IT0-
3BOJIMJIO KynUpoBaTh cuMnToMbI T16.
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