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CemelHaa  cpefM3eMHOMOpPCKasa  nuxopapka
(CCN) - pepkoe reHeTnyeckoe 3aboneBaHue, Ha-
cnepytolleeca No ayToCOMHO-peLecCMBHOMY TUMy
N XapaKTepHoe Afia 0CcobblX 3THOCOB — apabos,
rPeKoB, apMsAH, eBpeeB, TYPOK M UHbIX HapoAoB,
Hacenaowmx nobepexbe CpeanseMHOro mops.
K TUNWYHBIM KAVHUYECKUM Mpu3Hakam 3abone-
BaHMA OTHOCAT MNEPUOANYECKM BO3HUKaloLWme
anun3ogbl GebpusibHOM IMXOPAAKKU, CONMPOBOXKAA-
owmecs CUMNTOMamMy NMONIMCEPO3NTA, B YaCTHO-
CTV BO6POKaYECTBEHHOIO (AaCeNTMYECKOro) nepu-
TOHMTA. B 0cHOBe pa3BMTUA 3a60NeBaHUs NEXNT
MyTauwvs B reHe MEFV, kopmpytoLiem cmHTe3 6eska
NUPUHA, YTO MPUBOAUT K HEKOHTPOIUPYyeMOMY
BbICBOOOXKAEHNIO MPOBOCMANINTENbHbBIX LUTOKMU-
HOB rpaHynouuTamu. Kputepuem Taxkenoro teye-
Hua CCJ1 cnyxunt Hannune AA-amunonaosa noyek,
YTO aCCOLMMPOBAHO C HEHNArOMPUATHBIM MPOrHO-
30M.

B ctatbe npuBepeHO KnMHUYeCKoe HabnioaeHwue,
npencTasnfAollee cobon npumep Kraccnyecko-
ro TeyeHma CCJ1 C Bblpa)KeHHbIM MOBbILIEHVEM
Temnepatypbl ¥ abAoMUHaNbHbIM 6ONEBbIM CHH-
ApomoM. MNayneHT 26 neT apMAHCKOW HaLOHanb-
HOCTM OTMeyasi BHe3anHoe MOoBbILEeHNe Temne-
paTypbl Tena U MNosBleHWE Bbipa)keHHoW 6onu
B MPaBON MOAB3AOLWHON 06/1acTV 3a HECKOJNIbKO
MecALleB Jo nepBou rocnutanusaumu. NMpvem He-
CTepPOUAHbIX MPOTMBOBOCMANNTENIbHLIX CPEeACTB,
CNasmMoONIUTUKOB He MPUBOAWI K KyNMPOBaHWIO
CMMMNTOMOB, NpPX 3TOM MNPUCTYN NpeKpaLyanca
CaMONpPOU3BONIbHO CMYCTA 3 AHA OT €ero Haua-
na. B TeueHune ropa NepPUOAUYHOCTb MOAOOGHbIX
npucTtynos coctasnana 1-2 pasa B mecAu. Bo
BpPeMA rocnutanvsaumm Ha nuke npuctyna 6oiim

BbIAAB/IEHbI MNPV Nanbnalm X1BoTa NeputToHeanb-
Hble CMMMTOMbI, B aHanM3ax KpOBM OTMeYanncb
HENTPOQUNbHBIN NENKOLUTO3 N 3HaYMTeNlbHOoe
noBbllleHNne OocCTpoda3oBbIX MOKasaTenen BOC-
naneHns (C-peakTVBHbIN 6enok, ¢ubprHoreH,
CKOPOCTb OCcefiaH1A 3pUTPOLMTOB). YUMTbIBaA Xa-
pakTep »anob nauneHTa, aHaMHe3, AaHHble nabo-
PaTOPHbIX U UHCTPYMEHTaNbHbIX UCCIef0BaHUA,
6bINN UCKIIOYEHbl MHPEeKLMOHHas, ay TOMMMYHHas
N XMpypruyeckas natonorna n NPUHATO pelueHne
O MPOBEeAEHUN reHeTUYECKOro TeCTUPOBAHUA Ha
BblABMeHNe MyTauun B rene MEFV. Ha ocHoBaHuUM
BbISIBNEHHON MyTauuu Obln yCTaHOBNEH OKOHYa-
TeNbHbIN AMArHO3 «CemenHasa cpean3eMHOMOp-
cKas nnxopapaka». OCO6EHHOCTbIO AHHOTO KITMHU-
Yeckoro HabniopeHus ABNAETCA MO3[AHUN fAeboT
3aboneBaHusa, 4To HexapaktepHo ana CCJI. [o
UTOram rocnmTanu3auny naumeHTy 6blia Ha3Have-
Ha MNOCTOAHHAaA TepanuA NpenapaTtoM KONXWULMH,
Ha ¢oHe KOTOpONM OTMeyaeTcA MOJOXUTeNbHas
AVHaMVKa B BUe OTCYTCTBMA NPUCTYMNOB B Teye-
HVie 6-MeCcAYHOro nepuoaa HabnaeHus.

KnioueBble cnoBa: cemeiiHaa cpefnmseMHOMOP-
cKaA nuxopagka, MEFV, AA-amunonaos, KOnxXnumnH
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eMelfHas Cpefin3eMHOMOPCKas MMXOpagKa

(CCJI; nepuopnyeckast 60/e3Hp) — penKoe

HAC/Ie[ICTBEHHOE  ayTOCOMHO-pelecCUB-

HOe ayTOBOCIIA/JINTeIbHOEe 3a0ojeBaHIe,
XapaKTepHOe I/ 0COOBIX STHUYECKMX TPYII Hace-
JIeHV A, IIPOABIAIOIIeec PeUNAVBUPYOIUMI IpK-
crynamMy B Buje (eOpUIbHOIN IUXOpajKy, BbIpa-
JKEHHBIMI OO/IAMMU B JKMBOTE, TPYLHOI K/IETKe MIN
cycTaBaX ¢ IPOJO/DKUTEIBHOCTBIO CUMIITOMOB OT 1
1o 3 cyrox [1].

B mogmapnaomem 6onpmuHcTBe cnydaes CCJl
CTpafaloT IpefCTABUTENN apabCKoll, apMIHCKOI,
TYPELKOI1, eBPEIICKON HALMIOHA/IbHOCTEN U APYIUX
aTHNYecKMX rpynn Cpefjn3eMHOMOPCKOTO PernoHa
[2]. Kak 1 60/1bLIMHCTBO HAC/IENCTBEHHBIX 3a00/1€Ba-
Huii, MaHudecranysa CCJI npuxoguTcsa Ha BEeTCKUI
BO3pacT — IO NAHHBIM Pa3HBIX MCCIeNOBaHUIL, 4a-
CTOTa BOSHMKHOBeHN: 3a00/IeBaHUs B BO3pacTe M0
20 et KonebyeTcs B mpefenax ot 75 go 89% [3]. Ilpn
9TOM Jie0I0T 3a60/IeBaHNs B paHHEM BO3pacTe acco-
LUUPOBaH ¢ 60JIee TSKETBIM TeUeHUEM 1 MeHee Ora-
TOIPUATHBIM HPOTHO30M [4].

Ituonatorene3d CCJI cBA3aH ¢ Hanu4ueM My-
tranuyu B rewe MEFV, xopupylomeM 6el0K MUPUH.
B 6onpmnucTBe cny4yaeB (y 70-80% maijneHTOB)
BCTPEYAIOTCA IIATh Hambo/lee YacTHIX BBICOKOIIEHe-
TpaHTHBIX MyTauuii rena MEFV - p.M694V, p.E148Q,
p-M680I, pV726A, p.M694I [5]. MyTupoBaHHBIi Ge-
JIOK He CIIoc06€eH OKa3bIBaTh NOfIaBIAI0IIee BIUAHUE
Ha CHHTEe3 IIPOBOCHAINTE/IbHOIO MHTEpIelKHa-1p.
ITO NPUBOAUT K IOABIECHNIO SINU30[0B PEKYPPEeHT-
HOJl IMXOPAJIKM C HalIu4ueM Ionuceposuta. B oc-
HOBe IPUCTYIOB JIOKUT peakuus HerpaHyIALuy
HeTpodUIOB ¢ BBICBOOOX/IEHMEM IPOBOCIATIN-
TEJIbHBIX LIMTOKVHOB M Pa3BUTUEM aCENTUIECKOTO
BOCITaJIeHMsI, Hanbomee BBIPAXKEHHOIO B CEPO3HBIX
I CUHOBMAJIbHBIX 000/I09KaXx [6].

Tunmunei npucryn CCJI moutm Bcerpma co-
IPOBOXKJAETCS IOBBIIIEHVEM OCTPO(a3HBIX IIOKa-
sateneir — C-peaKTUBHOTO OeTKa, CKOPOCTHU Ocefja-
uust spurponutos (CO3I), ¢pubpuHorena, a Takxe
HeNTPOPUIbHBIM JefiKonuTo3oM. TedyeHue 3abo-
JIeBaHMA YacTO OC/IOXKHsAETCA NoABAeHUeM AA-
aMunIongo3a (IPeUMYLIeCTBEHHO II0YeK) ¢ Hajlb-
HeIIVM pas3BUTUEM CTONKOTO HePpPOTUIECKOro
CUHJpOMa M HPOrPecCHUpYIOMNM IOBPeXJeHNeM
HOYeK, BBUJY 4ero BbIABJIEHME Yy GONTBHOTO aMUJIO-
U032 ABJIAETCA HeOIaroNpUATHBIM IIPOTHOCTIYE-
CKUM KputepueM [7].

CCJI noppaspensiercs Ha 3 PeHOTUNNIECKNX Ba-
puanrta [8]. I penoruna I tunmyHa BeIpaskeHHAs
K/IMHIYeCcKas KapTUHa 3a00/IeBaHUA, XapaKTepusy-
IOLIAAACA 3MM30/laMU TUXOPATKM B COUETAHUN C AB-
JICHUSIMJ CePO3UTA, CUHOBUTA WIN POXKEIOFOOHOI

Ipuresuy B.b., [yboHuHa W.B., LLinepnure M., Jlanmesa C.M.,, KonoduH T.B, [Nonyskmog M.B.
KnuHnueckoe HabnoaeHe cemenHomn cpemn3eMHOMOPCKON NIMXOPALKKM C NO3AHUM Ae6I0TOM

apUTEMbl NUOO KOMOMHAIIVeN BbIIIeNepedNnCcIeH-
Horo ¢ AA-ammiouposom. Ilpu ¢penorumne II otcyr-
CTBYIOT KaK1e-mn6o KIMHIYeCKMe IPOSABIeHNUA, Of-
HaKO MMeeT MecTo pas3BuTue AA-amunaonpgosa. s
¢denoruna III xapakTepHO OTCYTCTBME IIPU3HAKOB
kxak CCJI, Tak 1 AA-aMnIonsi03a, HO MpU 3TOM BbI-
ABNAIOTCA He MeHee 2 MyTanuii B rene MEFV n ume-
eTcst (DaKT MOATBEP>KAECHHOTO 3a00IeBaHMs ¥ POJ-
CTBEHHVKOB IepBOJI TMHU.

JIMarsos ycraHaBIMBaeTCsl HA OCHOBAHUY KPUTe-
pues Tel-Hashomer (1997) [9], koTopble nmofpaspensi-
I0TCs Ha 6OJIbIINe, Malble U HOfiep>KMBaolIe.

Bonvuiue kpumepuu:

1. IlepuTOHHUT.

2. IImeBpuT OMHOCTOPOHHMIL VTN ITEPUKAPINT.

3. Monoaptpur (razobepeHHbIII, KOTEHHBI, FO-
JICHOCTOIIHBIII CYCTaBBI).

4. Jluxopapxka.

Manvie kpumepuu:

1-3. Henonnas ataka (remimeparypa Tena< 38 °C,
aTUNMYHAS [AUTENbHOCTh mpuctyma (6-12 4,
3—7 mHel) ¢ BOB/IEYEHMEM OFHOI MM 6oJIee TOKaIn-

3aLUiL:
1 - >XMUBOT;
2 — rpyjHas KJIeTKa;
3 - cycras.

4. bonu Hanps>KeHNU:A B HIDKHUX KOHEYHOCTSX.

5. Xopommii OTBET Ha TEPANNIO KOMTXULVTHOM.

ITooodepicusaroujue Kpumepuu:

1. CeMeliHbIe CTyYay CeMeIHON Cpeiu3eMHOMOP-
CKOJI TMXOPafKu.

2. IIpmHagne>XHOCTh K COOTBETCTBYIOLIEN 3THU-
YEeCKOJ TpyIIIIe.

3. Bospacr Hauama 3a6oneBanus < 20 feT.

4-7. XapaKTepUCTUKU aTaKU:

4 - Ts>Kenmas, IPUKOBLIBAIOIIAA K TIOCTEINN;

5 — CIIOHTaHHOE€ pa3peIleHNE;

6 — HaJIM4Yue NPOMeXXYTKOB OTCYTCTBUA CUMIITO-
MOB 60JIe3HI;

7 - TPaH3UTOPHOE IIOBBIIIEH)E YPOBHS XOTS Obl
OIHOTO TabOPATOPHOTO MapKepa BOCIIATEHMST: KO-
YyecTBa JIeKOLUTOB B KpoBK, COJ, CBIBOPOTOUHOTO
6enka amuaonga A (SAA) n/unu pubpuHoreHa.

8. Onmsonbl NpOTeNMHYpUN/TEMaTypPUIL.

9. HenpopyKTuBHasA TanapoTOMIA UK yalleH1e
«bemoro» (6e3 hrerMoOHO3HOTO BOCIIANEHNsT) AllIIeH-
IMKca.

10. KpoBHOE poncTBO popmTenen.

Iunarnos CCJI moxeT 6bITh YCTAaHOB/IEH Ha OCHO-
BaHMM 1 60/IBIIOro /2 MasIBIX KPUTEPUEB I 5 TOAgEp-
KMBaIOIMX.

Iuddepennnanpuas amarnoctuka CCJI mpo-
BOJIUTCA TIPEXJe BCErO C APYTUMMMU ayTOBOCIAJIN-
TeJIBHBIMM 3a00/IeBaHMSIMY, KOTOPble 00befMHEHbI
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MIOHATUEM «HACJIe[ICTBEHHBIE NEPUOANIECKIe TNXO-
pagkm» (HIDT). HITJT npeacTaBsiior coboit rpymry
PEenKMX TeHeTMYeCKMX 3a00/IeBaHMIl, XapaKTepusy-
IOIMXCS 3TU30[jaMU JIMXOPAJKN C PEeBMaTUIECKO
K/IMHMYECKON CUMIITOMaTUKOM ¥ OTCYTCTBMEM SB-
HBIX AYTOMMMYHHBIX WIM WMHQEKIMOHHBIX TPUI-
repos. ITomnmo CCJI B maHHYIO TPYNIy OTHECEHBI
ete psg 3a060/IeBaHMIT — MIEPUORNIECKUIT CUHEPOM,
ACCOIMMPOBAHHBIN C perienTopoM (akTopa HEKpo-
3a omyxonu (TRAPS), cuHppom rumepuMMmyHO-
rnobymaemyuy D (HIDS), xpuonmpus-accounnu-
poBaHHBIEe CUHAPOMBI (cMHApOM Maxkmta — VYamica,
XOJIOZJOBOJI ayTOBOCHA/IUTEIbHBI CUHAPOM U Ap.).
OO6benuHAIMMY XapaKTePUCTUKAMU [/ BCex
HIDT cmy»aT 9acToe Havano B IETCKOM U IO POCT-
KOBOM BO3pacTe, SMU30/ bl INXOPATKI CO 3HAYNTEIb-
HBIM BO3pacTaHueM OCTpodasoBbIX IOKa3aTeIel,
cepo3uThl (MEPUTOHUT, IIIEBPUT, MEPUKAPMINT), ap-
TPUTBI, KOXKHAas CBIIb, OTCYTCTBUE ayToaHTuTen [10].

B muarHocTuYecKmii MOMCK TaKyKe BKIIIOYAIOTCS
3a00/IeBaHMsl, IPOTEKAOIINe C KIMHUKOI «OCTPOTO
JKMBOTa», TOpaKanrueit, aprputamu. I1pu BeiparkeH-
HOJI TMXOpajiKe U JOMUHUPOBAHUY aOJOMIHAIBHO-
ro 60/IeBOr0 CMHAPOMA NPEUMYIIECTBEHHO B IIpa-
BOJI MMOAB3TOLIHON 0671aCTY MOXET ITOTPe6OBATHCs
IIpOBeJieHMe BU3YalIU3UPYIOUINX METONOB UCCIeHO-
BaHMI (S9HZOCKOINYECKIX V1 PARMOIOTNYECKUX) IJIs
MCK/TIOYEHMS BOCIHAJIUTENbHbIX 3a007eBaHMIl KU-
II€YHNKA, OC/IO)KHEHHOTO TEeYEeHMS AMBEPTUKYINTA
Mexkkerns.

B Hacrosiiee BpeMst OOLIETPUHATHIM CPEICTBOM
ons nedeHus maumeHToB ¢ CCJI cumrTaeTcs KO-
XUIMH. B OCHOBe €ro mpOTMBOBOCIANTUTETHHOTO
addexTa nEXAT CIIOCOOHOCTD MOJABIATH MUTOTHU-
YeCKyl0 aKTMBHOCTb I'PaHYJIOLVITOB 3a CYeT paspy-
IIeHNsT BepeTeHa Je/leHMsI K/IeTOK, MHTMOMpOoBaHe
[eTpaHy/IALNN HeHTPO(UIOB U CHIDKeHUEe MUIpa-
LMK JIeMIKOIIMTOB B odyar Bocnaznenu:A. Kpome roro,
IperapaT 3HAYUTEIbHO YMEHbIIaeT OOpa3oBaHMUe
AMIIOUIHBIX GUOPUIL, YTO HPEHmATCTBYeT pasBHU-
0 AA-amnnongosa (y 6ONbHBIX, IIPMHMMAIOIUX
KONXUIIMH, TaHHOE OCIOXXHEHME MPAKTUYECKN He
BcTpevaetcs) [11]. OfHO 13 OCHOBHBIX OTpaHMYEHMIA
7151 TIOCTOSIHHOTO IpueMa Iperapara — ero Croco6-
HOCTb BBI3BIBATh A300CIEPMMI0 U XPOMOCOMHBIE
aQHOMaJIMy, YTO MMeeT 0co00e 3HAUYeHMEe C YYeTOM
MOJIOZOTO BO3pacTta OOMBIINHCTBA OOMTBHBIX.

B mepron HpMUCTYHOB ajNbT€PHATMBONM KOIXMU-
LMHY MOXeT ObITb HeCTEPONJHOE HMPOTMBOBOCIA-
nutenbHoe cpencto [12]. Ilpu HemepeHOCMMOCTH,
Hea(pPeKTUBHOCTU MMM HEZOCTYIHOCTM KOMXMIIK-
Ha JIOIYCTMMO MCIO/Nb30BaHUEe TeHHO-UMHXeHep-
HBIX OMONOrMYeCKMX IIpenaparoB (MHTMOUTOPLI
uHTeprelikHa-1 (kaHakuHyMab), pakTopa HeKpo3a
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omyxonu-o (MHPAMKCUMa0)), aHTUMeTab0MUTOB Ho-
JIMEBOI KUCIOTBI (MEeTOTpeKcaT), (pUTOIpernapaTos
(kak B cOUeTaHUM C KONXUIIMHOM, TaK ¥ B Ka4eCTBe
MoHoTepanun) [13-15].

KnuHunyeckoe Ha6n|o,qe|-me

[Manment I, 26 n1eT, cnymarenb KIMHNYIECKON OPAMHATY PbI
Boenno-mepununckoit akagemuu umenu C.M. Kuposa,
apMAHUH 1O HAalJMOHAJIbHOCTM, HOCTYNMI B KIMHUKY
2-it xadenpsl (Tepanuy yCOBEepUIEHCTBOBaHMs Bpadeln)
BMA um. C.M. Kuposa ¢ xanobaMn Ha IPUCTYIIbI BBI-
pa’keHHBIX 60JIell B )XKMBOTE B IIPaBOIl MOJB3JOIIHOI 06-
JIACTM € YaCTOTON 1-2 pasa B MecCAll, CONPOBOXK/ABIINECA
B3JyTHEM JXXMBOTA, HAIPAKEHHOCTBIO IepefHeil Oprom-
HOJI CTEHKH, 3aflepKKOII CTy/1a 10 3—4 mHel, IOBbILIEHNEM
TeMIlepaTyphl Tena (MakcuManbHo 1o 39 °C), 03HOOOM.

Cunraer cebs 60/1bHBIM C 25-7eTHero Bospacra (pes-
paib 2020 r.), KOrjja BIepBble MOSBUINCD 5Kanmo6sl Ha 60/Ib
B IIPaBOJl HOAB3MOIIHOIN 006/1acTy, KOTOpas mnpuobpena
HECTEePNMMBIl XapaKTep C NepUTOHEANbHON CHMIITOMA-
TUKOI B TeYeHMe CYTOK, 3a/lep)KKy CTy/a, HAIpsKeH-
HOCTb MBIIII] HepefiHell OPIOLUIHON CTeHKM, HOBbIIIEHMe
temmeparypsl Tena [0 39 °C. C nenbio ob/erdeHns BbI-
IIeNepeynCIeHHOM  CUMITOMATUKM  CaMOCTOATE/NIbHO
HNPUHUMAJ TIpeNapaTbl U3 I'PYIIN HECTEPOUJHBIX MPOTH-
BOBOCIIQ/INTE/IBHBIX CPeAcTB (MOYIpodeH), MIOTPOIHBIX
CIIa3MOJIMTUKOB (IPOTaBepIH, MeOeBePUH), )KeTIeTOHHbIX
(Annoxomn), cmaburenvubix (CeHazie), OJHAKO IIOIOXKMU-
TeNbHOTo addeKTa He oTMedast. IIpuctyn 6oseit B XXUBOTe
CaMOCTOATEbHO KYyIIMpoBanca B Tedenue 4 fueit. Co coB
HalLJeHTa, TI0C/Ie NIePBOTO 3MM30/4a 000CTPeHMA IOH006-
Hble IIPUCTYIIBI TOABIANNCH PEryIAPHO C HePUOAMYHO-
cTbio 1-2 pa3a B MecAll B TedeHUe roja. BHe 3aBUCMMOCTI
OT HPOBOAMMON CHMIITOMATNYECKOJ Tepanyuy IPUCTYIIbI
KYIIMPOBAAUCh B TeyeHue 3—4 [Heil. YUUThIBAsA HaM4dme
TaHHOJ KIMHMYECKO CMMIITOMATUKM, IAI[EHT, Oyaydn
CylIaTesieM KIMHUYECKOJ OPAVMHATYpPbI MO XUPYprumu,
3aII07{03pMJT y cebsA Ha/lu4due ayTOBOCIATMTETbHOTO CYH-
apoma. ITo aTOMY ITOBOZIy OH CAaMOCTOATE/NLHO IIPUHMMATT
konxuuyH (npenapar Konxuxym-gucnepr) no 1 Tabnerke
(0,5 mr) 1 pas B ieHb B TedeHue Mecsia (Kypc B Mae U B OK-
Ta6pe 2020 r.). OTMeyan cmaboIonoKNTebHbIN 3P PeKT
B BUJIe YBEIMYEHNUA NIePUOJOB PEMICCUM MEXy IIPUCTY-
naMu. Bo BpemsA odepejHOro NpUCTYIIa BbIPaXKEHHBIX 60-
JIelt B )KMBOTE M IMXOpajKu B uioHe 2020 r. o6paTuics 3a
MeMIMHCKON oMol B ¢unnan Ne 4 OI'BY «3 IIBKT
uMm. A.A. Bumnesckoro MO P®» (r. KpacHo3HaMmeHCK),
rfie ObII YCTAHOBJIEH AMATHO3 OCTPOro (IerMOHO3HOTO
aNMeHJUIINTa U TPOBEJEeHO /AMapOCKONNYecKoe yjase-
HIe 4epBeoOpasHOro oTpocTka. ITocie ammeH3KTOMUM
IPUCTYIBI 60JIell B )KMBOTE MOBTOPSIIUCD C IIPEXKHEI! Ie-
PUOAMYHOCTBIO BIUIOTH JI0 TOCHUTANN3AINN B KIMHUKY
2-it kadenpbl (Tepamuy yCOBEpLIEHCTBOBaHUs Bpadeli)
BMA nm. C.M. Kuposa 2 mapTa 2021 1.
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/3 aHaMHe3a >XM3HM WM3BECTHO, YTO IALIMEHT POC
U Pa3BUBAJCSA HOPMAajIbHO, MaTepualbHO-OBITOBBIE YC-
JIOBUA YHOB/IETBOPUTETbHbIE, BPeJHbIE IIPUBBIUYKI OTPM-
naet. Vimeer Gpara-6ysHela, KOTOPBIil, CO C/IOB Maljy-
€HTa, TAK)Xe OJHOKPATHO OTMEeYasl II0XO)KVe CUMIITOMBI.
HacrencTBeHHOCTD 10 MaTePUHCKOI 1 OTIJOBCKOI JIMHU-
SIM He OTATOILeHa, KPOBHOE POACTBO POJUTENIE OTPUIIa-
eT. 3a MOC/IeHNIT TOf] IIepeHeC HOBYI0 KOPOHABMPYCHYIO
nHpEKINIO, MpounMy NHQEKIMOHHBIMY 3a00/TeBaAHMSIMMI
He 6osten.

ITo faHHBIM PU3MKAIBHOTO OOCIENOBAHNUS, IIPU MO-
CTYIUICHUM BBIAB/IANNCH yMepeHHas 00JIe3HEHHOCTD
M MblIIeYHas 3alUTa B IIPaBOil IIOfB3JOIIHON 006/a-
CTM, TJ€ MaNbIaTOPHO OBbII 3aMOf03PEH MH(UIBTPAT.
CHUMIITOMBI pasfpakeHysi OPIOMMHBI ObIIN OTPUILIATEND-
Hple. IleyeHp M ceneseHka He yBenuyeHbl. CO CTOPOHBI
APYTMX OPraHOB M CUCTEM NATOJIOTMU He BBISAB/ICHO.

YuursiBass xapakTep 60/1eBOro aG{OMMHAIBHOTO
cuHApoMa, GopMupoBaHue NHPUIbTPATA B IIPABOIL IOJ-
B3JOIIHON 006/1acTy, NMXOPAfKy, IUIAHMPOBANOCH MC-
K/II0YeHMe BOCHAJIUTENbHBIX 3a00/M€BaHMUII KMUIIEYHMKA
(6onesnp KpoHa), nHPEKIIMOHHOI MATONOTUN, XUPYPIHU-
4ecKolt maTonornu (AMBEPTUKYIUT MeKKerns).

[TpuHMMas 10 BHMMaHNUe HAL{MOHAIbHOCTb IAIIVeHTa,
NIePUOAMYHOCTD IIPUCTYIIOB, @ TAK)Ke B CBA3M C HAIMYVEM
BO BpeMsA HPUCTYINa y HallMieHTa HepUTOHeAIbHON CUM-
NITOMATVKM, TVIAHMPOBAIOCh TeHETUYeCKOe UCCIe/JOBaHIe
Ha BpiaBnenue HIIJI, B mepByio ouepenb ceMeitHON cpefu-
3eMHOMOPCKOJI JTMXOPajiKV, MepUOANIECKOTO CUHAPOMA,
aCcCOLMMPOBAHHOTO C peLieITopoM $haKTopa HeKpo3a OIy-
xonu, u rutnep-IgD-cunpgpoma.

Ha MOMeHT mOCTyI/IeHN s B KIIMHUKY IO TaHHBIM KJIM-
HUYECKOTO M OMOXMMMYECKOTO aHa/lIn30B KPOBU, KOAry-
JIOTPaMMBI 1 IIPOTEMHOIPAMMBI, OOIero aHaau3a MOYM
M II0CeBa Kajla Ha KMIIeYHble MHPEKIMN HaTOJIOTUN BbI-
ABJIEHO He OblI0. AHTUHYK/IeapHbIil pakTop: MeHee 1:100;
nmmyHorno6ymus knacca G xk ASCA: 1,2 OEx/mir; anTu-
Tema K OOKa/OBUIHBIM KIeTKaM KuIledHuka: MmeHee 1:10.
JIMacKMH-TeCT — OTPULIATETbHBIN, 97IeKTPOKapAUOrpaMMa
7 9XOKapAMOrpaMMa — B IIpejie/iaX HOPMBI.

ITo paHHBIM yIBTPa3BYKOBOTO MCCIENOBAHMA Opra-
HOB OPIOLIHOI ITOOCTU ObIIN BBLABICHBI YMEPEHHaAs Te-
IaToOMeTannsa (HpaBaH monsa 16,2x 14,4 cm; neBass MOAs
11,7x5,7 cM), ceneseHKa He yBenmuena (11,2x4,1 cm),

By
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FACTORY BC431

a1 6.80 cm
a2 0.53 cu

MayweHt I,
yNbTpasByKoBoe
nccnefoBaHue:
NHOUIBTPAT Ha
NPOTAXEHMM 6,8 CM

C YyTOALEHHON
CTEHKOW NoaB340LLHOM
Knwkm 0o 0,53 cm

1 NPU3HaKammn oTeka
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nubdysHble M3MEeHEHMs MOMKETYLOIHON >Kelesbl, MH-
¢unbTpaT B IpaBOii MOAB3OLIHOI 06/1acTy (Ha IIPOTAXKe-
HUM 6,8 CM, C YTO/NILEHHOM CTEHKOI IOJB3[JOLIHON KUK
mo 0,53 cM 1 mpusHaKaMu orTeka) (pucyHoK). ITo pesyb-
TaTaM KOMIIBIOTepHO-TOMOrpaduueckoi sHTeporpadum
6b1710 06HAPY’KEHO YIIOTHEHME KIeTIaTKI BOKPYT TePMI-
HaJIbHOTO OT/Ie/Ia OB3/I0MHOI KKy, [TaTonornyecknx
U3MEHEHMII CTEHKM TOHKOJ KHUIIKM I MHUIbTpaTa
B OPIONIHOI ONOCTN He BbIsiBIeHo. CTEHKN CIIernoit, BOC-
XOfLALIelt ¥ HOIIePeYHO-000/[0UHOI KUIIOK He YTOJIIIEHBDL.
Mesenrepuanbuble TMMQaTHYeCKIe Y3IIbl HE YBeTMYEeHBL.

ITanueHTy Obl/Ia MPOBefieHa BUJICOKOIOHOCKOIIMA: OC-
MOTpEHa TOJICTasl KMIIKA IO KyIIo/1a cienoi u 20 cMm Tepmu-
HaJIbHOTO OT/le/Ia IO B30I HOM KumKy. Cinsnucrasd nps-
MOIt ¥ 000ZOYHOI KMIIKY HA BCeM IPOTSHKEHUN PO30Basi,
YyCTasA, C OTYETIMBBIM peibepOM CKIIaJJOK M COCYAUCTHIM
pUCYHKOM. B HMcXops1IelT 060/504HOI KMIIKe Ha PaccTo-
aauu 30 CM OT aHyCa MMEETCA MOBEPXHOCTHO-TIPUIIONHA-
TOE SMUTeIMaNbHOe obpasoBaHme o 0,3 cM B fuaMerpe,
BbicoToil 70 0,2 cM (rotampHas 6uoncusa). Causucras
TEPMMHA/IBHOTO OT/e/a IIOfB3JOLIHOM KUIIKM Ha BCeM
IPOTSDKEHUN C yMepeHHoI AuddysHOI rumepemMueit, co-
CYZUCTBINI PUCYHOK PasMBIT, pelbed CKIaLOK CI/TaXKeH.
BbIno/THeHa MHOYKeCTBEHHAs IMaTHOCTIYeCKas O1OmCHs:
T€PMMHA/IbHBINA KaTapalbHblil uaent. IloBepXHOCTHOE
3MUTeNNaTbHOe 00pa3oBaHMe HUCXOAALILE 000 OYHOIN
xkumky (tun 0-1s mo Iapiokckoit knaccudukanmnm) — yja-
7IeHO Tipu 6rorncun.

ITo TUCTONOTMYECKOMY MCCIeIOBAHUIO OMONTATOB:
¢dparMenT 1 cUsMCTON TOHKOM KNLIKy ¢ gy dysHoit yme-
PEHHOJ MOHOHYK/IeapHOJl MHUIbTpalelt cOOCTBEHHOII
IUIACTUHKM, TUIepIiasueil mMMQOUIHOTO (QOIIINKYIa;
¢parMeHTsI 2-5 CIM3NUCTOI TONCTOI KUIIKK CO C/1ab0 BbI-
Pa’keHHOJT MOHOHYK/IeapHOI MHPUIbTpaLel COOCTBeH-
HOV maacTUHKY. CHMDKEHUA KONMMYeCTBa OOKaIOBU/IHBIX
KJIeTOK He OTMedaeTcs. 3aklodeHne: Mopdomornyeckie
IIPM3HAKM XPOHUYECKOTO HecIeln(PUIecKoro niaenTa, Ko-
JIMTa CO €/1abo BBIPAXKEHHON aKTMBHOCTBIO.

Bo BpeMs rocnmTann3alnyy NOCje BBIIIOTHEHHBIX I10-
CIe0BaTENbHO BUEOKOTOHOCKOINM ¥ KOMIIBIOTEPHO-TO-
Morpaduyeckoit sHTeporpadum MaryeHT OTMETII Pe3Koe
YXYAIICHNMEe CaMOYyBCTBUA B BUJiE IOSBJICHUA CUIbHBIX
6oreit B >KMBOTe M IIOBBILICHUs TEMIIEPATYpPhbl Te/la IO
38,5 °C, B cBs3U € 4eM Obl/Ia IpOBefieHa NHTEHCUBHA A MH-
¢dysuoHHas Tepamus, >KapoIoHKaolaA (apaleTaMon),
obesbonmBaomiag 1 CasMOAUTIYecKas (aHA/IbIUH, I1JIa-
TUQWININH, JPOTaBepyH) TepamlysA. BHIOMTHEHBI Takke
MCCTIe[OBAHM KOATYIOIPaMMBI, KIMHUYIECKOTO U OMOXM-
MHYECKOTO aHa/IN3a KPOBYU — BBIAB/IEHO IOBBILIEHIE KOH-
neHTpannu dubpunorena (7,09 r/m), C-peakTHBHOTo 6e/1Ka
(183,68 mr/m), HeliTpodunbHbLi neiikonuTo3s (12,3 x 10%/1),
CO93 (13 mm/y). IIpuctyn KynupoBascs B TedeHue 2 THEIL,
OTMeYeHa I0JTHA A HOpMasu3alusA HoKasareneil Kposi (Ta-
6nuia).
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ﬂl/IHaMl/IKa ﬂa60paTOprIX rokasatener BocrnaneHna Yy nalyieHTa BO BpemA rocnmtanm3aunm

Mokaszatenb” 03.03.2021 (npy 11.03.2021 18.03.2021 PedepeHcHbie

NocTyniaeHnn) (pasrap (npuctyn 3HayeHuna
npucTyna) KynunpoBaH)

NenkouwnTsl, X 10°/n 6,3 12,3 7.3 4,0-10,0

Hentpodunbl, x 10%/n 4,1 10,9 4,8 1,8-7,7

CO3, Mm/u 3 13 10 1-10

CPB, mr/n - 183,68 5,08 0-5

®ubprHoreH, r/n - 7,09 3,96 2-4

CO3 - ckopocTb ocepaHnsa apuTpouuntos, CPB — C-peakTnBHbIN 6eoK

"OcTanbHble MokasaTenu no AAaHHbIM KITMHNYECKOro n 6MOXMMNYECKOTO aHaNn308 KpOBW, Koarynorpam-

Mbl, 06LLero aHanm3a mouu — B npefenax Hopmbl

B cBAsM c OTCyTCTBMEM TMIMYHOI KIMHUYECKON
KapTUHBl BOCHAJIUTENIbHOTO 3a00/ieBaHUA KMUIIEYHNKA,
HeyOeTeTbHBIMY TIPM3HAKaMM IIaTOMOTUYECKUX U3Me-
HEHMI1 B TEPMMHA/IBHOM OT/ie/Ie IIOJB3OIHON KMIIKN 110
IHaHHBIM BIUJICOKOTIOHOCKONNHU, MOP(OTOTUYECKOTO MC-
ClIef0BaHMsA OMOITATOB M KOMIIBIOT€PHO-TOMOTpadide-
CKOJl 9HTeporpaduy, HeCOOTBETCTBMEM STUX M3MEHEHMII
BBIP)XEHHOCTM JIMXOPAJIKU 1 60NeBOro abjOMIHAIBHOTO
CHHJIPOMA, a TAK)Ke C YYeTOM /IefIKOLMTO3a 1 MOBbIIIEHN-
eM 0cTpoha30BBIX IIOKa3aTelell, OKOHYATEIbHBII IUarHo3
6omesnu KpoHa IpefcTaB/s/ICsS MaIoBePOSTHBIM. [ uc-
KJIIOYEHS ay TOBOCIA/INTE/NbHBIX 3a00/IeBaHMIL, @ MIMEHHO
CCJI, 6b110 IPUHATO pelleHNe O MPOBeJJeHUI TeHeTIYe-
CKOTO UCCeJ0BaHNA Ha MyTanuio B rene MEFV.

TeHeTnyeckoe TecTupoBaHue ot 19.03.2021: obHapy-
JKeH IaTonormyeckuit renotun MEFV: reTepo3urorsas
Myranusa p.M694V (rs61752717), reTepo3uroTHas Myra-
us p.V726A (rs28940579).

VaursiBasg Hamu4due y 60IbHOTO «TUIIMYHOTO IIPUCTY-
ma» (6071b, IIOBBIIIEHNE TeMIIepaTyphl Tea > 38 °C, komu-
YeCTBO PeUMAMBOB>3, MPOODKUTENIPHOCTh 12-72 u),
B cooTBeTcTBUU C Kputepusamu Tel-Hashomer (2 6onpinx
KPUTEpUs — TeHepalN30BAHHBIN CePO3UT (ACENITUYeCKIIT
HePUTOHNT), IUXOpaaKa; 1 Masblii Kpurepuit — apdexr
OT IpMMEHEHNUs KONXMIMHA; 6 MOANEepPKUBAIOMINUX KPU-
TepueB — MPUHAJIEKHOCTb K COOTBETCTBYIOIIEN S3THM-
4ecKOJl TpyIe, TsDKeMas MMMOOMIM3MPYIOIas aTaka,
CIIOHTAaHHOE paspelleHye aTaky, Haau4due 0ecCHMIITOM-
HBIX NPOMEXYTKOB, IIOBBbILICHNE TaOOPaTOPHBIX MapKe-
POB BOCIa/leHNs B MEPUOABI IPUCTYIIA, HEIPOLYKTUBHAs
aNIIeHAIKTOMMA), a TAK)Ke IIOJIOKUTENIbHBIN pe3yIbTaT
TeHeTUYeCKOro aHaansa Ha MyTanuio rena MEFV, nanu-
€HTY YCTaHOBJIEH OKOHYATeNbHbIN [AuarHo3: «OcCHOBHOE
3aboreBaHIe: ceMelfHas CpeyI3eMHOMOPCKas TUXOPaZIKa,
red MEFV+, cMellaHHBII BapMaHT (MMXOPajjOIHBbIIl 1 ab-
JOMVHAIBHBII), PeHOTHII I, pelMaVBUpYIOliee TedeHMe».

IIpyHMMas BO BHMMaHUe HajaM4KMe B aHAMHe3e yMe-
PEHHOTO TOJIOKNUTETBHOTO 3¢ deKTa OT IPOOHOTO IpreMa
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KOIXMIJMHa, MNaMEeHTy PpeKOMEHAOBaHO BO306HOBI/ITI)
npueM mnpemnapara B fose 0,5 Mr 3 pasa B CyTKM Ha HeO-
IIpefie/ieHHO [onroe BpeMs. Ilpu HabmoneHNN B TedeHMe
6 MecslLeB IT0C/Ie Havasla TePAny IIPUCTYTIOB 60JIeil B XKU-
BOTe 1 JIMXOPAaJiK!U He ObIIIO, IePEHOCHMOCTD TepPaIny XO-
polras, B HocaenyoomeM OyieT pemarbcsa BOIpoc 06 ycra-
HOBJICHMM KaTeTOPUY TOJHOCTY K BOCHHOII CITy>K0e.

06cy)Kp,e|-|V|e 1 3aK/4yeHne

B mpuBefieHHOM KIMHUYECKOM HaOIIONEHUM Ipef-
craBeHo Kmaccuyeckoe TedeHne CCJI ¢ BbIpakeH-
HOJl NMXOPAfKoy U abJOMMHAIbHBIM CHHIPOMOM,
Ie6I0T KOTOPOI MPUIIENCS Ha HETUMNIHO MMTO3HMUIT
BO3pacT — 25 71eT. B mpo1iecce 11MarHOCTMYECKOTO MO-
ucka OblT IpoBefeH AudQepeHIaTbHbI INATHO3
¢ 3a060/1eBaHUAMY, COITPOBOXKIAMOIMMICS CXOJHBIM
abfoOMMHAaTIbHBIM 60JIEBBIM CUHAPOMOM C JIOKann3a-
LMell MPeUMyIeCTBEHHO B IIPAaBON IIOAB3/IOLIHON
obmactu (OcTphlit anmeHANINT, 60mesub KpoHna, nu-
BEPTUKYIUT MeKKens), M JPYTUMMU ayTOBOCIIAIN-
TenbHbIMU 3a60nmeBanuaMu (HITT).

JlMaruos ocTporo ammeHAMIUTA OBUI YCTAaHOBJICH
B ne6oTe 3abojeBaHMs, OFNHAKO YHa/leHue depse-
00pasHOro OTPOCTKA He COMPOBOX/ATIOCH yIIydIlle-
HUEM KJIMHUYECKOTO COCTOSIHUSA, YTO MO3BOJINIIO VIC-
KIIIOYMTD JAHHBIN IMarHO3 KaK OCHOBHOIL. ITocKombKy
Hea(pdeKTMBHAs aNIeHAIKTOMM — OfUH U3 KpuTe-
pues ycraHosneHus auarsosa CCJI, nopmospeHne Ha
Hanuyue Takoro BapuanTta HITJI noasunoch yxe Ha
TAHHOM 3Tale AMArHOCTUYeCKOro IOMCKA y CaMoTro
MaIieHTa, CIyIIaTens KIMHUYEeCKON OpAUHATYPHI,
KOTOPBIII CTaJl CAMOCTOATE/IbHO IIPUHMUMATD KypcaMu
KOJIXMIIVMH B HETOCTATOYHBIX TePAIIeBTIUECKIIX /[03aX,
[IO/Ty4YMB HEOTUET/IMBDIIT IIOJIOKUTENbHBI 3 eKT.

Bonb B XmBOTE C MpenMyIeCTBEHHON JIOKaIM3a-
IjMeil B IPaBoli IOAB3IOLIHON 00/1aCTy, TNXOPasKa,
mopo3peHme Ha GpopMupoBaHye NHUIbTPATa B 006-
JacTU MOAB3JOLIHOM KUIIKM IO JJAaHHBIM Y/IbTpa-
3BYKOBOTO MICC/IEOBAHS IOTPe6OBAIN NCK/TIOUEH NS
mebroTa BOCIIaIMTETbHOTO 3a00IeBaHMA KUIIEYHIKA,
B yacTHOCTHU 6one3un Kpona. ITo maHHBIM BUEOKO-
JIOHOCKOTINYM C TUCTONOTUYECKUM WUCCIeNOBaHNEM
6MOITATOB MOB3IOIIHOI ¥ TOJICTOI KUK BbISABIIE-
HBI IIPU3HAKY HecIelndruecKoro ienTa, KOauTa co
¢1ab0i1 BOCIANNUTENbHON aKTUBHOCTDHIO. 110 JaHHBIM
KOMITBIOTePHO-TOMOI'padu4eckoit  sHTeporpapuu
He ObIJIO OTMEYEHO IATOMOTMIM CO CTOPOHBI TOHKOI
1 TOJCTOM KMILIKM, HE HMOATBEPK[EH BbIABIEHHDIN
IV YIBTPa3BYKOBOM MCC/IeNOBaHMM VHQUIBTPAT
[PaBOIl MOAB3HOLIHON OOIACTY, OTMEYEHO JIMIIb
YIUIOTHEHVE K/IeTYaTKM BOKPYT TEepMMUHAJIBLHOTO
oT/eNna IOAB3OOIIHON KUIIKK. [JaHHBIe M3MeHEeHUS
HeJOCTaTOYHBI Ji/Is1 YCTAaHOBJICHNUA OMarHosa 6ornes-
Hu Kpona (xkpurepunu Lennard-Jones [16]) n 6biin
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paclieHeHbl KaK peaKTMBHbIE B PaMKaX pelIUBUPY-
I0IIero JOOPOKAUYeCTBEHHOTO BOCIATIEHNA CEPO3HOI
0060/1049K Y OPIOIIHOI IOTOCTIA.

Obpamjaer Ha cebs1 BHUMaHUe 3afjep>KKa CTy/Ia
B TedeHMe 3-4 IHell BO BpeMs NpUCTyNa abmoMu-
HAJITUM, 9TO OOBSACHIETCS BSIION IEPUCTAIBTUKON
Ha $oHe pas3apakeHns OPIOMIMHEL

YunuTbiBasg HAIMOHAJBHOCTb IALlMEHTa, IIpU
npoBegeHuy  auddepeHIManbHON  AMATHOCTUKY
MexXJy pasnumyHbiMy Bapuantamu HIDI puarnos
CCJI npepcraBisics Hamubomee BEPOATHBIM, 4YTO
OBIIO HOATBEPK/ICHO IIOTHBIM COOTBETCTBUEM KPM-
tepusaM puarHo3a CCJI mo Tel-Hashomer, a Tak-
JKe pes3y/nbTaTaMll TeHETUYECKOTO UCCIefOBaHMUsA

(matonoruveckuit renorunn MEFV: reteposurotHas
Myranusa p.M694V (rs61752717), reTeposuroTHas
myTanus p.V726A (rs28940579)).

ITpuMevaTeTbHBIM IPefCTABIACTCA PAKT IPOSB-
TIeHN s TIEPBBIX CMMIITOMOB Y JAHHOTO NAaLIMEHTa yXKe
BO B3POCJIOM BO3pacTe, YTO HEeTUIINYHO [ iebr0Ta
CCJI. Hanbomee BayKHbIM [TOKa3aTesieM B OLleHKe IIPO-
rao3a npu CCJI aBnseTcs Hammune A A-aMIIONz03a
IIOYeK, B CBA3M C 9eM IalIEHTYy PEKOMEHTOBAHO
I/IAHOBOE IPOBefieH e OMOTICHUM TTI0YeK ¢ OKpAIINBa-
HueMm Ha AA-amumons. JlucrnancepHoe HabIOneHME
3a MAIVEHTOM BK/II0OYaeT KOHTPO/Ib YPOBHs Oenka
B MOYe I, IIpY BO3MO>KHOCTY, CBIBOPOTOYHOTO OeTKa
amunonpga A (SAA). ©

JononHutenbHaa nHopmaums

Cornacue naymeHTa

MauvieHT [O6POBONBHO MoAnucan WHGOPMUPOBAHHOE
cornacme Ha nybnMKauuio NepcoHanbHON  MeanLUH-
cKol MHPopmMaLumn B obesnnueHHol popme B XKypHane
«AnbMaHax KIIMHNYECKON MeAVLIHbI».
®uHaHcMpoBaHne

Pa6oTa BbiMonHeHa No MHULMATBE aBTOPOB 6e3 npuBre-
YeHVA GUHAHCMPOBAHUA.
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Late onset familial Mediterranian fever: a clinical case

V.B. Grinevich'« LV. Gubonina' « M.I. Shperling' « S.I. Lapteva' -

T.V. Kolodin' « M.V. Poluektov'

Familial Mediterranean fever (FMF) is a rare
genetic autosomal recessive disease typical for
special ethnic groups, such as Arabs, Greeks,
Armenians, Jews, Turks and other ethnicities
inhabiting the Mediterranean coast. The
characteristic clinical signs and symptoms of
the disease are recurrent episodes of fever,
associated with polyserositis, in particular,
with benign (aseptic) peritonitis. The disease is
caused by mutation in the MEFV gene encoding
the synthesis of the protein pyrine, which leads
to an uncontrolled release of pro-inflammatory
cytokines by granulocytes. The criterion for
the severe course of the disease is AA-renal
amyloidosis associated with an unfavorable
prognosis.

Here we present a clinical case of classic FMF
with high fever and abdominal pain syndrome.
A 26-year-old Armenian patient had a sudden
attack of fever and severe pain in the right iliac
area several months before his first hospital
admission.  Non-steroid  anti-inflammatory
drugs and antispasmodics were unable to
relieve the symptoms, with the attack ceasing
spontaneously after 3 days from the beginning.
Thereafter, the attacks recurred 1 to 2 times per
month within a year. During hospital stay at
the peak of the attack, peritoneal symptoms at

abdominal palpation, together with neutrophilic
leukocytosis and a significant increase in acute
phase parameters of inflammation (C-reactive
protein, fibrinogen, erythrocyte sedimentation
rate) were found. Based on the characteristics
of the complaints, past history, laboratory and
instrumental results, we excluded infections,
autoimmune and surgical disorders and made
a decision to perform genetic testing to detect
the MEFV gene mutation. Confirmation of the
mutation has led to the definitive diagnosis of
FMF. This clinical case is remarkable for its late
onset, which is not typical for FMF. As a result,
the patient was prescribed continuous therapy
with colchicine. Six months of the follow up have
demonstrated a positive trend with no attacks
during this period.

Key words: familial Mediterranean fever, MEFV,
AA amyloidosis, colchicine

For citation: Grinevich VB, Gubonina IV, Shperling M|,
Lapteva S|, Kolodin TV, Poluektov MV. Late onset
familial Mediterranian fever: a clinical case. Almanac
of Clinical Medicine. 2021:49(7):496-502. doi:
10.18786/2072-0505-2021-49-052.

Received 17 June 2021; revised 8 November 2021;
accepted 10 November 2021; published online
22 November 2021

Informed consent statement

The patient has voluntarily signed his informed consent to the publication of personal medical information in an anonymized

form in the Almanac of Clinical Medicine journal.
Conflict of interests
The authors declare no conflict of interests.

Authors' contributions

The authors have equally contributed to the study concept and design, collection of the results, data analysis and interpretation,
text writing and/or significant processing of its research and intellectual contents. All the authors have read and approved
the final version of the manuscript before submission, agreed to be accountable for all aspects of the work in ensuring that
questions related to the accuracy or integrity of any part of the work have been appropriately investigated and resolved.

502

Almanac of Clinical Medicine. 2021; 49 (7): 496-502. doi: 10.18786/2072-0505-2021-49-052

Journal of Medicine. 2011;(55):164-170. Rus-
sian.]

16. KnuHnueckre pekomeHgaumm no AnarHocTu-
Ke 1 neueHnto 6onesHn KpoHa y B3poCibIX
(npoekT).  Kononpokrtonorua.  2020;19(2):
8-38. doi: 10.33878/2073-7556-2020-19-2-8-
38. [Crohn's disease. Clinical recommenda-
tions (preliminary version). Koloproktologia.
2020;19(2):8-38. Russian. doi: 10.33878/2073-
7556-2020-19-2-8-38.]

Vladimir B. Grinevich - MD, PhD, Professor, Head
of 2" Therapy Chair of Postgraduate Education’;
ORCID: https://orcid.org/0000-0002-1095-8787.
E-mail: grinevich_vb@bk.ru

Irina V. Gubonina - MD, PhD, Associate Professor,
2" Therapy Chair of Postgraduate Education’;
ORCID: https://orcid.org/0000-0002-6302-7767.
E-mail: giv70@bk.ru

Maxim I. Shperling - MD, Resident Physician,

1% Therapy Chair of Postgraduate Education’;
ORCID: https://orcid.org/0000-0002-3274-2290

P4 6A Akademika Lebedeva ul., Saint Petersburg,
194044, Russian Federation. Tel.: +7 (911) 817 00 34.
E-mail: mersisaid@yandex.ru

Svetlana I. Lapteva - MD, Lecturer, 2" Therapy
Chair of Postgraduate Education’.

E-mail: isilme93@gmail.com

Timur V. Kolodin - MD, Head of Clinic, 2" Therapy

Chair of Postgraduate Education’.
E-mail: virionrock@yandex.ru

Maxim V. Poluektov - MD, PhD, Head of Therapy
Department of Clinic, 2" Therapy Chair of
Postgraduate Education’.

E-mail: max-poluektov@mail.ru

" Military Medical Academy named after S.M. Kirov;
6A Akademika Lebedeva ul., Saint Petersburg,
194044, Russian Federation

Clinical Case



