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Pesiome. Llenbio HacTosieil paboThl SBJISIETCS MOIMbITKAa chOpMUPOBATH 0030p aKTyaJdbHbIX PEKOMEH-
Al 0 TMarHOCTUKE U Tepariuu CEMEUHON Cpean3eMHOMOPCKOM JTMXOPaaKU, a TAKXKe TPeICTaBUTh COO-
CTBEHHOE KJIMHUYECKOE HaOII0ieHUe JTaHHO MaTOJOTUH.

TIpoBeaeH BbIOOPOUHBIN aHaIU3 JUTepaTyphl 3a nociaenHue 5 aet (2020-2024) B HayKoMeTpuuecKux o6a-
3ax maHHbIx PubMed (https://pubmed.ncbi.nlm.nih.gov) 1 PoccuiickoM MHIeKce HaAyIHOTO MUTUPOBAHUS
(www.elibrary.ru).

PaccmatpuBaloTcsi COBpeMeHHbIE JaHHbIe 00 ayTOBOCTAJIMTEILHOM 3a00J€BaHUM — CEeMEWHOU cpenu-
36eMHOMODPCKOM Tuxopajke. Jlenaercs aklieHT Ha 3MUIeMUOIOTUY, TeHETUKE, KTMHUYECKUX OCOOEHHOCTSIX,
JIMarTHOCTUKE, TMHAMUYECKOM HaOII0eHUU 1 Tepaltuu JaHHO MaToJIOrMu. BaskHbIM SIBJISIETCSI TIOHUMAaHUe
Takoro ¢akra, Kak BO3MOXHOCTb COYETaHUS JAHHOTO MaTOJOTMYECKOTO COCTOSIHUS C IIMPOKUM CHEKTPOM
ayTOMMMYHHBIX 3a00JIeBaHU, CpeIM KOTOPBIX BOCTIAJIUTEIbHbIC 3a00JIeBaHUsI KUIIIEYHUKA, IOBEHUJIbHBII
WAMOIaTUYECKUI apTPUT, peBMATOUIHBII apTpuT U Ap. OTCYTCTBYE Tepariiy OTIaCHO Pa3BUTUEM CEPbE3HbBIX
OCJIOXXHEHUH, B YACTHOCTU — CUCTEMHOTO amuiono3a. O0palaeTcss BHUMaHWE Ha MPUMEHEHUE KOJIXULIU -
Ha, ero J030BbIil PEXMM, a TAKXKE B CIy4yae KOJIXULIMHOPE3UCTEHTHOCTU U HETOCTATOUHOU 2D (heKTUBHOCTU
KoJixuliuHa — uHruoutopos IL-1. [TpuBoauTCs COOCTBEHHOE KJIMHUYECKOE HabJIIOJeHUE 3TOro 3aboseBa-
HUS C aKILIEHTOM Ha 0COOEHHOCTU TE€YEHUSI U ATAITHOCTU Tepanuu JaHHOU rmaTojaoruu. Myx4yrHa MOJIOJ0ro
BO3pacTa, apMsSIHUH, B TeUeHUe 3 JIeT 00palajics Mo MOBOAY OCTPBIX COCTOSIHUIA C MOBBILLIEHWEM TeMIlepa-
TYpHI TeJ1a 10 (peOPUIIbHBIX 3HAYCHU I, BBIPAKEHHBIMU OOJISIMU B KUBOTE M YMEPEHHBIMU apTpairusamu. Co-
CTOSIHUSI COMPOBOXKAATUCH JTEUKOLUTO30M, TOBbIlIIEHUEM C-peakKTUBHOTO 0ejika, HO HUKAaKWUX MPU3HAKOB
OCTPOI0 XMPYPrUYECKOIo 3a00JieBaHUS HEe BbISIBISIOCH. [Toce npoBeaeHus: MOJEKYISIPHO-TeHETUUECKOro

Anpec 11 IepenucKu:

Kanseun Anexceit Hukonaeeuu

DIbOY BO «Hpxymckuii eocydapcmeeHublil MeOUYUHCK UL
yHusepcumem» 664003, Poccus, e. Hpkymck,

ya. Kpacnoeo Boccmanus, 1.

Ten.: 8 (395) 224-36-61.

FE-mail: akalagin@mail.ru

Address for correspondence:

Aleksey N. Kalyagin

Irkutsk State Medical University
1 Krasnogo Vosstaniya St
Irkutsk

664003 Russian Federation.
Phone: +7(395) 224-36-61.
E-mail: akalagin@mail.ru

Oo0pasen NMTHPOBAHMS:

A.H. Kanseun, FO.JI. Cmeavmax, O.B. Aumunosa,

JI.B. Menvwukosa, I.M. Opaosa, I.M. Cunvkosa,

A.B. Cunvkos, O.B. Poickosa, H.M. Koznosa,

H.M. basrabuna «OcobeHnocmu duaeHocmuky u mepanuu
ceMeliHol cpedu3emMHOMOpPCKoll auxopadku» // Poccuiickuil
ummyHonoeuueckuii scypuan, 2024. T. 27, Ne 3. C. 515-522.
doi: 10.46235/1028-7221-16843-FOD

© Kansieun A.H. u coaem., 2024
Dma cmamos pacnpocmMpaHsiemcst No AUUEH3UlU
Creative Commons Attribution 4.0

For citation:

A.N. Kalyagin, Yu.L. Stelmakh, O.V. Antipova,

L.V. Menshikova, G.M. Orlova, G.M. Sinkova, A.V. Sinkov,
O.V. Ryzhkova, N.M. Kozlova, N.M. Balabina “Features

of diagnostics and therapy of familial mediterranean fever”,
Russian Journal of Immunology/Rossiyskiy Immunologicheskiy
Zhurnal, 2024, Vol. 27, no. 3, pp. 515-522.

doi: 10.46235/1028-7221-16843- FOD

© Kalyagin A.N. et al., 2024
The article can be used under the Creative
Commons Attribution 4.0 License

DOI: 10.46235/1028-7221-16843-FOD

515


https://crossmark.crossref.org/dialog/?doi=10.46235/1028-7221-16843-FOD&domain=PDF&date_stamp=2024-09-25

Kanseun A.H. u op. Poccuiickuit ummynonoecuueckuii scypnan
Kalyagin A.N. et al. Russian Journal of Immunology/Rossiyskiy Immunologicheskiy Zhurnal

WCCIIeOBaHUS BepU(PUIIMPOBAH IUATHO3 CEMEMHOM CpeaAn3eMHOMOPCKOM JIMXOpaaKy. beir Ha3HaYeH KOJI-
XUIIH, KOTOPBIN TTO3BOJIII KYITUPOBAaTh MHOTHE TIPOSIBJICHNST OOJIC3HU, IPUHUMAET €T0 PETYISIPHO B TeUe-
Hue 5 jeT. B HacTosee BpeMsl 3113016l 000CTPEHMI CTaJIU CYLLIECTBEHHO pexke, HOpMau30BaJIMCh Jadbopa-
TOpHBIE MapKephl OCTPOTO BOCHAJIEHUsI, OJHAKO IMTPUMEHEHUE KOJXUIIMHA B MAaKCUMAaJIbHOI CYyTOYHOM 103€e
BBI3bIBaeT JUCKOMMDOPT B 3kuBOTe. Penkue anu3o0ab1 000CcTpeHUIT Ha (poHe JIeueHUsI O3BOJISIIOT ITOA03peBaTh
HeIOCTaTOUHYIO 3(P(PEeKTUBHOCTH IIPUMEHEHUS 3TOTrO JIEKAapCTBEHHOTro cpeAacTBa. BapmaHToM JTOCTUKEHUST
pe3yabraTa B TaKOM CUTYAllMM SBJSETCS MCITOJIb30BaHME TAaKOTO Kjlacca FeHHO-WHXKEHEPHBIX OMoIornde-
CKUX MpenapaToB, KaKk UHTMOUTOpsI 1L-1.

CewMmeitHas cpean3eMHOMOPCKAs JIMXOpaaKa SBJISIETCS PEAKUM ITaTOJOTMYECKUM COCTOSTHUEM, OTHAKO
HACTOPOXKEHHOCTh B OTHOIIIEHWH €TI0 BBISIBJICHUS JTOJDKHA OBITh Y Bpauell pasIMIHbIX KIIMHUYECKUX CITeIIN -
albHOCTel. JlocTuKeHue ycriexa JiedeHusl TpeOdyeT MOCTOSTHHOIO MOHUTOPUHIA COCTOSIHUS TallMeHTa, Ha-
3HAYEHMS Teparnuy KOIXULIMHOM Wi uHruoutopamu IL-1 ¢ MOMeHTa ycTaHOBJIEHMS AUArHo3a.

Karouegvie crosa: aymosocnasumensHoie cCuHOpombl, cemeiinas cpedu3eMHOMOPCKas AUxXopaoxka, nepuoduyeckas 601e3Ho,
KOAXUUUH, KOAXUUUHOPE3UCMEHMHOCMb, uHeuoumopst 1L- 1, kaunuueckoe Habaroderue

FEATURES OF DIAGNOSTICS AND THERAPY OF FAMILIAL
MEDITERRANEAN FEVER

Kalyagin AN.2"¢ Stelmakh Yu.L.c, Antipova 0.V.5, Menshikova L.V.9,
Orlova G.M.%, Sinkova G.M.?, Sinkov A.V.?, Ryzhkova O.V.2,
Kozlova N.M.? Balabina N.M.?
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Abstract. The purpose of this work is to attempt to provide an overview of current recommendations for
the diagnosis and treatment of familial Mediterranean fever, as well as to present our own clinical observation
of this pathology.

A selective analysis of the literature over the past 5 years (2020-2024) was carried out in the scientometric
databases PubMed (https://pubmed.ncbi.nlm.nih.gov) and the Russian Science Citation Index (www.elibrary.ru).

Current data on the autoinflammatory disease familial Mediterranean fever are reviewed. It is important
to understand the fact that this pathological condition can be combined with a wide range of autoimmune
diseases. The lack of therapy is dangerous for the development of serious complications (systemic amyloidosis).
Attention is drawn to the use of colchicine, as well as in the case of colchicine resistance and insufficient
effectiveness of colchicine — IL-1 inhibitors. We present our own clinical observation of this disease with an
emphasis on the features of the course and stages of therapy for this pathology. A young man, Armenian,
was treated for 3 years due to acute conditions with an increase in body temperature to febrile levels, severe
abdominal pain and moderate arthralgia. The conditions were accompanied by leukocytosis and increased
CRP, but no signs of acute surgical disease were detected. After a molecular genetic study, the diagnosis of
familial Mediterranean fever was verified. Colchicine was prescribed, which helped stop many manifestations
of the disease; she has been taking it regularly for 5 years. Currently, episodes of exacerbations have become
significantly less frequent, laboratory markers of acute inflammation have normalized, but the use of colchicine
in the maximum daily dose causes abdominal discomfort. Rare episodes of exacerbations during treatment
suggest insufficient effectiveness of this drug. An option to achieve results in such a situation is to use a class of
genetically engineered biological drugs such as IL-1 inhibitors.

Familial Mediterranean fever is a rare pathological condition, but doctors of various clinical specialties
should be wary of its detection. Achieving treatment success requires constant monitoring of the patient’s
condition, prescribing therapy with colchicine or IL-1 inhibitors from the moment of diagnosis.

Keywords: autoinflammatory syndromes, familial Mediterranean fever, FMF, periodic disease, colchicine, colchicine resistance,
IL-1 inhibitors, clinical case
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BBeneHue

bimaromapss BHeOpeHMIO COBPEMEHHBIX TEXHO-
JIOTUA MWAaTHOCTUKMW YBEJIMYUBACTCS YacTOTa BBI-
SBJCHUSI TAIIMEHTOB C Pa3IUYHBIMH Op(paHHBIMU
3a00JIeBaHUSMU, B TOM YHUCJIe C ayTOBOCTIAJIUTETb-
HbiMU cuHapoMamu (ABC). K yucay takux ABC ot-
HOCHUTCSI CeMeiiHasl CpeAM3eMHOMOPCKasl JJUxopaaKa
(CCMIJI, nepuonuyeckasi 601e3Hb) [5].

CCMUJI mpencraBisieT coOOM ayTOBOCIIATUTEIb-
HOE ayTOCOMHO-pelLleCCUBHOE 3a0oJieBaHue, 00y-
cnosyieHHOoe myTtauueit reHa MEFV, kotopoe xapak-
TepU3yeTcss BO3HMKHOBEHUEM pPeHUINBUPYIOIICH
JIMXOPAJIKU M BOCTIAJICHUST OPIOIINHBI, TIJIEBPHI, T1e-
puKapia U CUHOBUAJbHBIX 000JI0YEK CYCTaBOB, CO-
MPOBOXKIAIOIIUMMUCS CUTbHBIMU OOJISIMU B HUX.

Hecmorps Ha To, yto CCMJI u apyrue ceMeiiHble
CUHIPOMBI MIEPUOANYECKON JTUXOPAAKU OBLIU OITH-
CaHbI TOJILKO BO BTOPOI ITOJIOBUHE XX BeKa, YITOMU-
HaHMS TIePUOINYSCKIX JIMXOPATOK MOKXHO HAWTU B
MEOULIMHCKUX TPaKTaTax ¢ TIyOOKOU npeBHOCTH [7].

JlaHHOE MaTOJIOTUYECKOe COCTOSTHUE BCTPEUAETCs
0COOEHHO YacTO Cpely TYpPOK, apMsiH, cedapacKux
eBpeeB u xurelieit CeBepHoit Appuku [6]. Paciipo-
ctpaHeHHocTh CCMUJI Bo BceM MUpPE TIPUMEPHO Olie-
HuBaetcs B 100 ToIc. yenoBek [6].

B Poccuu HambGosbinas yactota BCTpe4aeMOCTU
storo ABC na6bmonaercas B CeBepo-KaBka3zckoMm
n KOxHOM (hbemepalbHBIX OKpYyrax, Io¢ Jallle BCEro
0a3upyloTcs apMsiHe, azepOaiiKaHIIbl, TYPKU, aBap-
eI, uHrymm u ap. Kpome Toro, mpeamnosiaraeTcs
yBeJIMYEHUE TaKMX IMallMeHTOB B TaKMX MeTaroJiu-
cax, kak Mocksa u Cankr-Ilerepoypr [4].

Ten MEFV, myranum KoTtoporo HaOJIOIaloTCs
npu CCMJI, kogupyeT 3KCIIpeccHuio 0ejKa MUpuHa.
IMupuH BBIpabaThIBacTCSI B MOHOIIMTAX, 303WHO-
dunax, OEHAPUTHBIX KJIeTKaxX, HeWTpodurax, du-
OpobsiacTax U MpUHUMAET ydyacTue B cuHTese IL-1,
SIBJISTIOIIETOCST CAMBIM CUJIbHBIM WHIYKTOPOM BOC-
naneHwus [1].

3aboJieBaHUE MMeEET BbIPaKEHHYI0 MEIUKO-CO-
UaJbHYI0 3HAYMMOCTh, T. K. IOpa’kaeT MOJIOIBIX
W COIMAbHO-aKTUBHBIX JIFOACH, UTO HapylIaeT WX
CITOCOOHOCTh K OOYUYEHHUIO W TPYIOBOU MesATCIb-
HOCTH, a B psiAe cllydacB IPUBOMUT K MpeKIeBpe-
MEHHOUW CMEPTHOCTHU. Y KEHIIMH OTMEYaeTCs He-
raTUBHOE BJIMSTHUE Ha (PepTUIIBHOCTH M3-3a pUCKa
pa3BUTUsI TyOOOBapUaIbHBIX CHAeK, CBSI3aHHBIX C
GUOPO30M OPIOIIMHBI B UCXOAE BOCIAIUTEIbHBIX
snu30a0B [3]. UMmeroTcs ykazaHUs Ha BO3MOXKHOCTh
KOMOpPOMIHOM accouualuu ¢ 0ojie3Hblo bexuera,
YTO PSITOM CIICIIMAJICTOB CBS3BIBACTCSI C HOCUTEIIb-
ctBoM MmyraHTHOTO TeHa MEFV [8]. Myrauuu rena
MEFV takxke accolMmMpoBaHbl C BOCHATUTEIbHBIMU
npoieccamu, He cBsi3aHHbiMU ¢ CCMIJI, Bkioyas

FOBCHWJIbHBIN NIMONATUICCKUI apTPUT, PEBMaTOUI-
HBI apTpUT, CUHIPOM (PUOPOMHAIITUM, SI3BEHHBIN
KOJIUT, aHKUJI03UPYIOLIMIA CIOHAWINT [2, 6].

Iems padoTel — cchopMuUpoOBaTH 0030p aKTyaJlb-
HBIX PEKOMEHIALIM MO IMArHOCTUKE W TepaIruu
CCMUJI, a TakKe MpeacTaBUTh COOCTBEHHOE KIUMHU-
YecKoe HaOIoaeHNe TaHHOM MaTOJIOTUH.

MaTepmanbl N METObI

IIpoBeneH BHIOOPOUYHBINM aHAIU3 JUTEPATyphl 3a
nocneanue 5 aet (2020-2024) B HAayKOMETPUYECKUX
6azax gaHHbix PubMed (https://pubmed.ncbi.nlm.
nih.gov) u Poccuiickom nHIeKCe HAydYHOTO LIUTUPO-
BaHUs (Www.elibrary.ru). [TpoaHaim3upoBaHbI aKTy-
aJIbHbIE PEKOMEHIAIIMU 0 AUarHOCTUKE U JICUCHUIO
nanueHToB ¢ CCMIJI.

IpencraBieHo COOCTBEHHOE KIIMHUYECKOE Ha-
omonenue nmanueHTa ¢ CCMJI. J1oOpoBoOIbHOE MH-
dopMUpPOBAHHOE corylacie OOJBHOrO Ha 00e3/U-
YEeHHYIO MyOJMKAllMI0 JaHHBIX €ro MEIUIIMHCKON
JMIOKYMEHTalMU MOJyYeHO.

PesynbTathl 1 00CYyXaeHWe

CoueTaHue PELUUINBUPYIONINX IIPUCTYIIOB Ce-
PO3UTOB PA3IMYHBIX JIOKAIW3alMii (OproIrHas,
TIeBpajibHasI, TIepuKapanaabHasl MOJOCTb WIN CHU-
HOBMaJIbHas1 000JIOYKa CycTaBa) B COYETAaHUU C TU-
neprepMueit y MOJIONOTO MalMeHTa WKW pebeHKa
JIOJKHO OpUEHTUpPOBaTh Bpadya Ha BoisiBieHue CCJI
C BO3MOXHOI IeHeTU4eCKOoi BepudUuKalei naro-
JIOTUU.

IMepBrbiit npuctyn CCMJI yacTo BO3HUKAET B AET-
CKOM BO3pacTe, 1 OOBIYHO OH ITPUXOIUTCS Ha ITepy-
on no 20 siet. Bce mpUcCTyTibl pa3BUBAIOTCS B TEUYEHUE
2-449acoB v 1igaTcyd OT 6 yacos 10 4 nHei. UHOrma oHa
COIIPOBOXKIACTCS APUTEMATO3HO ChINbIO (MHOTIA —
«pOXKeToI00HOM») UIU TOJ0BHOM 60b10. [TpoBolLIM-
poBaTh IIPUCTYITHI MOTYT Pa3HOOOpa3HbIe (DAKTOPHI,
B YaCTHOCTHU 3TO IepeoxXyIaxIeHne, MHOESKINOHHbIC
3a00JIeBaHMsI, TPAaBMBI, a TAKXKE€ BEICOKOKAJIOPUITHASI
nueTa, borarasi JEerko ycBauBaeMbIMU YIIeBOAaMU U
TPUTTIALEPUIAMUA.

OCHOBHBIMM  KIIMHUYCCKUMHU  TIPOSIBICHUSIMU
00JIe3HU IBIISIOTCS Jauxopanka — y 93,3%, abgomu-
Haiaruu — y 80,7%, aprpaiaruu — y 66,9%, Topakai-
run — y 40,2%, MbllIedyHbIe CUMIITOMBI — Y 36,3%,
BoOBJIeueHUE KOXU — Yy 31,2%, adpTBl pOTOBOIA ITOJTO-
ctu — y 28,6%, nopaxeHnue noyek — y 15,4%, peun-
IUBUPYIOLINIA OpXUT — Yy 3,5% nanueHTos [1].

Kiaccuueckasi KanmHUYeCKasi KapTUHA CUCTEM-
HOM Cpear3eMHOMOPCKOM JTUXOPAAKU B OTCYTCTBUE
HACTOPOKEHHOCTH Bpayeil MepBUYHOTO 3BeHa (Bpa-
yeli-neauaTpoB, Bpadyeil oOleil npakTuku (cemMeri-
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TABINLA 1. METOObI NABOPATOPHOIO U MHCTPYMEHTAIIbHOIO UICCNEQOBAHKA NPU CCMN
TABLE 1. METHODS OF LABORATORY AND INSTRUMENTAL RESEARCH FOR FMF

Onsa oueHKu
Ha atane [Onsa BbiAsBNeHUA 3chcpekTuBHOCTM |
Mpu o6ocTpeHnsax . 6e3onacHocTH
MokasaTenb ANarHoCTUKN During OCIOXXHEeHUN Tepanum
Index At the diagnostic f To identify
stage exacerbations comolications To assess
9 P the effectiveness /
safety of therapy

MonekynsipHo-reHeTu4eckas
naeHTudukauma reHa MEVF Oa Het Het Het
Molecular genetic identification Yes No No No
of the MEVF gene
KnuHuyeckun aHanms KpoBu
BKIlOYasa onpepgeneHue COd Oa Oa Oa Oa
Clinical blood test including Yes Yes Yes Yes
determination of ESR
BbicokouyyBCTBUTENbHbIN fOa a a fa
CPB Yes Yes Yes Yes
High sensitivity SRP
MpoteuHypusa Oa Oa Oa Oa
Proteinuria Yes Yes Yes Yes
AT, ACT, KOK
Aspartate aminotransferase, Oa Oa Oa Oa
alanine aminotransferase, Yes Yes Yes Yes
creatine phosphokinase
CbIBOPOTOYHbLIV amunoua Oa Oa Oa Oa
Serum amyloid Yes Yes Yes Yes
Y3WU cepo3HbIX nonocren
M no4ek Oa Oa Oa Oa
Ultrasound of serous cavities Yes Yes Yes Yes
and kidneys
SHpockonuyeckoe
uccnegoBaHue ¢ buoncuen
Ans nonyvyeHus matepuana Oa Her fa Her
M aHanu3 Ha amunoupg

. s . Yes No Yes No
Endoscopic examination with
biopsy to obtain material and
analysis for amyloid
Hecpobuoncus Het Het Oa Het
Nephrobiopsy No No Yes No

HBIX Bpaueii), Bpaudeil-TepareBTOB) M OTICJICHUIA
9KCTPEHHOU MEIUIIMHCKOU TMoMmollu (Bpayen-xu-
PYproB, Bpaueii-racTpoHTEpPOJIOTOB U Jp.) 3aTPy.-
HSET YCTAaHOBJIEHUE AarHo3a.

Huarno3 CCMJI nomkeH ycTaHaBIUBAThCSI Bpa-
YaMU-pPEBMATOJIOraMU, BpayaMU-TEHETUKAMU WJIU
BpayaMu-HedpoioraMu, UMEIOIIUMHU OTIBIT BBISIBIIE-
HUS Y BE[IeHUsI TaKUX MallueHToB. B ocHOBe auarHo-
CTUKM IIPUMEHEHUE HECKOJBbKHUX BAPUAHTOB KPUTE-
pueB, Cpeau KOTOPbIX Haubojee YyBCTBUTEIbHBIMU
cuntarorcs Eurofever/PRINTO [1, 4, 5, 7].

IMauueHTsl 111 yCTAaHOBJIEHUS TUArHo3a v Aajlb-
HEUILero MOHUTOPUHTA COCTOSIHUS HYXIAIOTCHd B

JTMHAMMYECKOM J1abOpaTOPHOM M WHCTPYMEHTalIb-
HOM uccaeaoBaHuu (TadJ. 1).

HecmoTpst Ha TO, 4TO TIPUCTYMBI, KaK TIpaBU-
J10, TpoxonaT cnoHTaHHOo, CCMJI mMeeT BaxkHOE
KJIMHU4YeCKoe 3HaueHue. be3 ymeyeHust, mpegoTBpa-
matomiero odocrpeHuss, CCMJI MoxXeT IpUBECTU K
Cepbe3HOMY BTOPUYHOMY CHUCTEMHOMY aMUJIOUIO03Y,
C TOTEHLMAJbHBIM Pa3BUTHEM CHUXKEHUS MoYey-
Holt dyHkuuu. Kpome Toro, y malyMeHTOB HEpeaKo
pa3BUBaAeTCsl aHEMMsI XPOHUYECKOTO 3a00JieBaHMSI,
crnaeyHasi 00JIe3Hb B pe3yjbTaTe PelUANBUPYIONINX
CEpPO3UTOB M BO3MOXKHBIX PEBU3MIT OPIOIIHON MOJIO-
CTH, KOTOPBIE BBITIOJIHSIOTCS TIPU HESICHBIX OOJISIX B
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KUBOTE, IJISI XXCHIIWH TUIIMYHO pPa3BUTHE OECIIO-
nus [4].

Kaxk 1 npu MHOrux apyrux 3abojieBaHUsX Tepa-
UST IPOBOAUTCS IO HAMEUEHHOM 11eJ11, KOTopast 3a-
KJIIOYaeTCsl B CJICAYIOLINX BJIeMeHTax [6]:

—  JOOUTBCS TIOJHOrO pa3pelieHus] SMU30I0B
oboctpeHuss CCMJI B OTCYTCTBUM SIBHBIX TPOBOLIM-
pyronux (pakTopos;

—  HOpPMa/IM30BaTh CYOKJIMHUYECKOE BOCTaJie-
HHE B TICPUOI MEXKIY OOOCTPEHUSIMMU;

—  TIPeIOTBPATUTL OTHAJICHHBIC OCOXHCHMUS,
BKJIIoYasi AA aMWIOUI03, WM 3aMEIUTh UX TPO-
rpeccupoBaHue.

B kauecTBe HAYAIILHOTO TEPAIICBTUUECKOTO arcH-
Ta, KOTOPbIi Ha3HAaYaeTCsl B 00s13aTE/IbHOM MOPSIAKE
nocie yctaHoBieHus1 nuarHoza CCMII, ucrnonb3y-
ercsa KoiaxulH. [lepBoHavyanbHasI 103a KOJXUIIMHA
coctapiset < 0,5 Mr/cyT 115 feTeit B Bo3pacTe MeHee
Sner, 0,5 mr/cyT — nia nereit ot S no 10 et u 1 mMr/cyr
s aereit ot 10 mo 18 et n gns B3pocnbix. [1pu co-
XpaHEHUHU 3MU30JI0B 00OCTPEHUS 103a MOCTETIEHHO
YBEJIMUMBACTCSI 1O MaKCUMAaJIbHOM, 3TO 1 MT/CyT IIsT
JIeTei B BO3pacTe MJIadIe S5 JIeT, 2 MT/CyT — JUIS Jie-
Teli pernyoepTaTHOro nepuoaa u 3 Mr/cyT s Moji-
POCTKOB B ITOCTITYOSPTAaTHBIN IIEPUOI U B3POCIBIX
[7]. HecmMoTps1 Ha onTuManabHOE JIEYEHUE, OKOJIO
5% mnalueHTOB BOOOIE HE pearupyrT Ha MaKCH-
MaJIbHO MEPEHOCHUMYIO H03Y KOJXxuliMHa, a ot 20%
10 40% — xapaKTepU3YIOTCSI HEMOJHBIM OTBETOM
B BUIE YaCTUYHOTO KOHTPOJISI 3MU30J0B JUXOpal-
K1 U cepo3uToB [8]. JlaGopaTopHbIMU MapKepaMu
KOJIXUIIMHOPE3NCTCHTHOCTU SIBJISTIOTCS  TTOSIBJICHUE
KJIMHUYECKU 3HAYUMMOI MPOTEUHYPUHU Ha (hOHE MPH-
MEHEHHS JaHHOTO TIpeTiapara, COXpaHSIOIINIACS ITO-
BBILICHHBIN YPOBEHD BRICOKOUYBCTBUTEILHOTO CPB,
a Tak>ke BBISIBJIEHUE ChIBOPOTOUHOTO aMUJIOW/IA.

IIpuem KoaxumuHa TpeOyeT MOHUTOPUHTA TOK-
CUYHOCTHU — AUCIICTICUICCKIE CUMITTOMBI, TTOBBIIIIC-
nue AnT, AcT, II®D, I'TTII, neiikoneHus, HEHPOMU-
onatusi, azoocnepmus [6].

IIpy KONXUIIMHO-PE3UCTCHTHOCTA U HEIIOJTHOM
KOHTPOJIE CUMIITOMOB MCIOJIb3YeTCsl Tpyrna UHIHU-
outopoB IL-1. CymectByeT Tpu pa3iUYHBIX TUIIA
nHruouTopoB I1L-1: 1) aHakMHpa SBIASICTCS YeJIOBE-
YeCKHMM PEKOMOMHAHTHBIM HETTMKO3MJIMPOBAHHBIM
aHajioroM aHTaroHucta peuenrtopa IL-1 (IL-1ra);
2) PWJIOHALICTIT IIPEACTABISICT COOONM THOPUIHBIN
0eJIOK, CKOHCTPYUPOBAHHbI TaKUM 00pa3oM, 4YTO-
OBl comep:KaThb BHEKJICTOUHBIII TOMEH pellernTopa
uHTeneiikuna-1 tumna I, cmureii ¢ Fe-uacteio IgGl;
3) KaHaKMHYMa0 — 3TO MOJIHOCTbIO T'YMaHU3UPOBaH-
HO€ MOHOKJIOHa/IbHOe aHTUTeJ1o Kitacca IgG1, crienn-
nbuvHo neiicTByroniee npotus 1L-1B [4, 6, 7]. U3-
yJaeTcsl BO3MOXXHOCTh MCITOJIb30BaHUS MpernapaToB,
KOTOpbIe AeiicTByIOT Ha 1L-6 [6].

Kimmnuyeckoe Ha0moneHue

bonbHoO#t MyxumHa, apmsgHuH, 31 rom. Otme-
yaeT XKaJIoObl Ha 4-5-THEBHbIC KpailHe BhIpaXKeHHbIE
TIPUCTYITBI 00JIEMl B JXKMBOTE C SIBJICHUSIMUA B3OyTHUS
Ha (oHEe MOBBIIICHUS TeMIlepaTyphl Tejla B IIOI-
MblllIeYHOI BraauHe a0 39 °C, apTpairuu, Ipuem
CITAa3MOJINTUKOB M aHaJIBIeTUKOB He 3(D(eKTUBEH.
C TeyeHMEM BpeMEHM HaOmomaeTcsl HapacTaHUE
NPOJOKUTEIBHOCTU TIPUCTYIIOB ¢ 1 g0 5 gHeid,
0oJiee BBICOKas THUIICPTEPMHsS BO BpeMsI IPHCTYIIA.
Jo mmarHOCTHMKM 3a00JieBaHMs HEOTHOKPATHO ITO-
CTynaj Mo 3KCTPEHHBIM IMOKa3aHUSIM B IPHUEMHO-
IUATHOCTUYECKUE OTHEICHUS MHOTOITPOMIIEHBIX
OOJIBHMII, NCKITIOYAIACh KAPTUHA «OCTPOTO XKUBOTA».

ITo oOpazoBaHuIO Bpay, 3a0oJien 8 1eT Ha3aj ¢ 60-
JICU B KMBOTE, apTpaJiTuil, THTICPTEPMUN. YUUTHIBAsK
STHUYECKYIO TIPUHAIJICXKHOCTD (apMSIHUH), 3aI10I0-
3peHa CCMIJI u Obl1 HampaBieH Ha MOJEKYJISIPHO-
TEHETUYECKOEe UCCIIeIOBaHME.

JlabopaTopHble maHHBIE HA MOMEHT ITOCTAaHOBKM
JMarHo3sa Jieiikonuros — 15,2 x 10°/1, COD 35 mm/4,
CPb — no 238 mr/n (Hopma 1o 5), depputun — 405
HT/JI, MOoYeBasi Kuciiota — 428 MMOJb/JI, CBIBOPO-
TouHbI! amunioua SSA — 0,8 mr/i, KpeaTUHUH — 88
mkmoub/J1, CK® (EPI) — 94 ma/mMuH/m?.

Jo monydeHus pe3yJbTaTOB MOJICKYJISIPHO-TCHE-
TUYECKOr0 TECTUPOBaHUSI ObLT BBICTABJICH IIpelBa-
pUTEbHBIN TnarHo3: «BepositHast cemeitHast cpenu-
3eMHOMOPCKAsI JINXOpaaKa: IIPUCTYIIbI JIMXOPaIKU,
CYCTaBHOUW CMHApPOM, aOJOMHWHAJAbHBIN CUHOIPOM,
BTOpHUYHAs apTepHabHasi TUINIEPTEH3UsI, XpOHUYEC-
ckasg 0ose3Hp nmoyek Cl». Bo3MOXHOCTH 3arono-
3puth CCMJI BOo3HUMKIIA B CBSI3U C HATUYUEM 2 KPU-
tepueB Eurofever/PRINTO: mnpomozKUTeIbHOCTh
3MM3010B 1-3 1HA B cCOYeTaHUM C OOJISIMU B JKUBOTE.

IeneTuueckoe ucciaenoBaHue MMO3BOJIU-
Jo BbIIBUTH MyTauuio reHa MEFV c.2080A>G
(p-Met694Val; p.M694V) u ¢.2177T>C (p.V726A) B
KOMMAayHA-TeTePO3UTOTHOM COCTOSIHUU. BbLUT BbI-
CcTaBJieH 10CcToBepHbIi auarHo3 CCMIJIL.

5 JieT Hasaja Hayar MnpueM KojaxuuuHa 1,5-
3 mr/cyt. [1ocne Hayasa mpreMa KOoJIXMIIMHA YacToTa
MPUCTYIIOB CHU3WIACh ¢ 2-4 pa3 B Mecsll 10 3 pa3 B
rof, M UX JUIUTEIbHOCTh COKPATWIIACh C 5 10 2 THEH,
TakKe TpPaKTUYeCKU TepecTaid OOJeTh CYCTaBbl.
TTocsie mpuemMa KoJaxuiiMHA BO3HUKAIOT 2-3-4acoBble
3MMM300bI AUCKOMGOpTa B XMUBOTE, TOIIHOTA, IHA-
pesi, MPeUMYILIEeCTBEHHO B BeuepHue Jachl. [TosHOTO
KYITMPOBAaHMUS CUMITTOMOB 3a00JIcBaHUSI HE OTMeYa-
ercs. IlauueHT Mo oOpa3oBaHMUIO Bpay, IMMOHUMAaET
MOTEeHIMaIbHbIE OCJIOXKHEHUS, YTO OO0ycCIaBIMBaEcT
€T0 BBICOKYIO KOMITJIAEHTHOCTb.

YuuTteiBasg HEAOCTATOUYHYIO 3(P(PEKTUBHOCTL Te-
paruu KOJXULIMHOM, TIPUHSITO pellieHre O Ha3Havye-
Huu 'MBIT 61okatopa IL-1, ogHako jieyeHue eiie
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He Hayato. BeimostHeHa O1orncus IBEeHaAIIaTUTIEPCT-
HOM KMIIIKU — UCKII0UYeH aMuyionno3. C y4yeToM co-
IIYTCTBYIOIIEU apTepUATIbHOU TUIIEPTEH3UY TALIUEHT
noJayJaeT nmepuHIoInpuia A 2,5 Mr 1 pa3 B CyTKH (11e-
seBoii ypoBeHb Al 120/80 MM pT. cT.). Ocy1iiecTBisi-
eTcsl IMHAMUYeCcKoe HabJIoAeHUE.

B nipuBeneHHOM HAOMIONEHUN OTMEUAETCsI, UTO Y
manreHTa MOJIOIOTO BO3pacTa, apMsSHUHA, BBISIBIISI-
JINCh TIOBTOPSTIONIMECS ITU30IbI TUXOPAJIKKU 1 OoJieit
B XKMBOTE, a TakKXke JErKUX apTpajruii. OTU CUM-
NTOMBI TPeOOBaIM MEPUOIUUYECKUX OOpalleHUuil B
IPUEMHO-INATHOCTUYECKUE OTIASJICHUS MHOTOIIPO-
duabHbBIX cTaloHapoB. JAuarno3 CCMJI 6bu1 3amo-
JIO3PEH CITYCTs 3 rofa OT Hayajla 3TUX KJIMHUYECKUX
MNpOSIBJICHUI, BHayaJie YCTAHOBJIEH Ha OCHOBaHUM
kputepueB Eurofever/PRINTO, a 3aTemM ImoaTBep:K-
JIeH MOJIEKYJISIPHO-TEHETUUECKUM METOIOM.

MuuimupoBaHHas Tepanusi KOJXUIIMHOM B 3Ha-
YUTEJbHON CTEINEeHM II03BOJMIA KOHTPOJIUPOBATH
CUMITTOMBI 3200JIEBAaHUS, OTHAKO TTOJIHOU JIMKBUAA-
MM TIPOSIBJIeHN He obecrieumnna. Mcnonb3oBaHnue
uHruoutopoB IL-1 B Takux ycioBusix 0ojee Tep-
CHEKTUBHO IS TTallMeHTa, T. K. MO3BOJSIET MUHMU-
MU3UPOBATh BO3MOXKHEIE TTOO0YHBIE 3(MDEKTHI KOJI-
XUIIMHA, OoJjiee HaJeXXHO TPeayNpeauTh pa3BUTHE
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