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Pestome. [Ipedcmasnenvt céedeHuss 0 cemelinol cpedu3eMHOMOPCKOIL auxopadke (nepuoouyeckoii 6onesnu), ee
PACnpOCMpaneHHOCmU, IMUOTOUMECKUX NPUHUHAX, KIUHUKe, OUASHOCINUKE, JeHeHUU, GePOANHBIX OCIOKHEHUAX U UX
npogunakmuke, HabmodeHuu 3a nayuenmamu. Kiunuueckue nposagienus 3a00ae6anus pa3Hooopasnl U NPOAGASIOMCs
KOPOMKUMU, PEKYPPEHMHIMU NPUCIIYRAMU TUXOPAOKU, CONPOBOKOAIOUUMUCS OONAMU 8 JKUGOMe, ePYJHOILL KlemKe,
apmpumom, OCImMpbLM NEPUMOHUMOM, UH020A POKUCHIbIM 60CNANEHUEM KOXKU. B ochoee npucmynos aexum cnonmanmas
UL CNPOBOUUPOBAHHAS 0e2PAHYNAUUS HELIMPOPUILO8 € 8blOPOCOM MEOUANOPO8 U PA3GUIMUEM ACCNIMUYECKO20 60CNATICHUS
NPEUMYUECINBEHHO CEPO3HBIX U CUHOBUATBHBIX 000a04eK. [ToKazano, umo ouaeHo3 ceMeliHoli Cpedu3eMHOMOPCKOL TUXOPAOKU
AGNACMCSL 6 NEPBYIO OHEPeOb KIUHUMECKUM (0151 ROCIMAHO8KU OUAeHO3a npumensiiomcs kpumepuu Tenv-Xauiomepa, Komopuie
nodpa3sdenaromca Ha 60bULLEe, MATbLE U 6CNOMOAMETIbHbIE), HO ONPEOENEeHHbIM NOOCNOPbeM 68 OUACHOCHUKE MOXKem
CIYoKUMb MOJIEKYNAPHO-2eHEIMUMECKOe MUNUPOSAtLLe XapakmepHoix mymauuii eena Mediterranean fever. Paccmampusaemcs
KAUHUYeCKUIL Cy4ali OUAeHOCMUKU CeMEUHOI CPeou3eMHOMOPCKOLL AUXOPAOKU Y BOCHHOCIYKAULEe0, NPOXOOAULE20
CyxKOy no npusviey. Juaenos ycmanosenen Ucxo0s u3 YUKIUMHOCHU U NOBIOPACMOCHIU CAMOPA3PEUUAIOUUXC ST FNU30008
AUXOPAOKU, CYCMABHO2O CUHOPOMA BOCNANUMENbHO0 Xapakmepa U ¢ coomeemcmeuu ¢ kpumepusm Teav-Xauwomepa.
Ocoboe eHumanue yoeaeno nooxoo0am K MeOUUUHCKOMY OCBUOEMENbCHBOBAHUIO OEHHOCLYKAULE20 C Uebl0 OnpedesieHU s
Kameeopuu e00HOCMU K 80CHHOLL CIYXK0e, Ymo C813aH0 ¢ 0CHAMO1HO PeOKOIl 6CMPEUaeMOCblO PACCMAMPUBAEMOTL
namonoeuu. Iloouepknymo, umo panHee npaguibHoe YCMAHOGIeHUe OUACHO3A ABNACMCA KPALHEe 8AXHbIM, MAK KAK
N038051eN C80EBPEMEHHO HAZHAUUMD C UEbI0 MePAnuL 3a001e6aHUs KOIXULUH, KOMOPbLIL He MOAbKO npedomepauiaem
npucmynvt 60J1e3HU, HO U NPENAMCIMBYEN PA3BUMUIO MAKO020 €20 OCLOKXHEHUSL KAK AMUTOUOO3.

Kniouesvle cnoea: cemelinas cpeduseMHOMOPCKAs auxopadka, nepuoduyeckas bones3ns, kpumepuu Teav-Xauomepa,
eer Mediterranean fever, MONeKy1ApHO-2eHeMUMECKOe MUNUPOBAHLE, MYMAUUU, MEOULUHCKOEe OCBUIEMENbCMBOBAHUE,

Kameeopus 200HOCMU K 60CHHOIL CLyK0e.

BeepeHune. CemeinHasa cpegm3emMHoMopcKas nm-
xopapgka (CCJ1) — HacnencTtBeHHoe 3aboneBaHune ¢
ayTOCOMHO-PELEeCCUBHBIM MEXAHU3MOM MNepenaun,
MMeloLlee ayToBOCNannTENbHYIO Npupoay, pacnpo-
CTPaHEHHOE cpean npeacTtaBuTeNnen onpeneneHHbiX
9THOCOB 1 NPOSABASIOLLLEECS NEPUOANYECKM BO3HMKAIO-
WMMM HEMOTUBUPOBAHHBIMUK NPUCTYNaMn Inxopanku,
COMNPOBOXAAOLLMMANCS CUITbHBIMU («XUPYPrUYECKUMM»)
60/19MU B XXKMBOTE U/UNN FPYAHOW KNETKE, a TakXe Apyron
CYMNTOMATUKOM C NPOAOIKNTENIbHOCTbLIO NPUCTYMOB OT
12 00 724 [13].

CCJ1 - penkoe 3aboneBaHune, BCTpe4aeTcsa Nnpenmy-
wecTBeHHO y eBpeeB (oT 1/250 oo 1/2000), apmsH (oT
1/100 pno 1/1000), a Takxe rpekoB, TYPOK 1 APYrux Ha-
uMin, NnpoxmBawLmx B 6acceiHe Cpeam3eMHOro Mops.
B cootBeTCTBMM C AaHHLIMU Bcepoccuinckom nepenmncu
HaceneHnsa 2010 r. Lonsa apMsiH 1 eBpees B Poccuiickom
depepauunm coctaBnsiet 0,86 1 0,1% COOTBETCTBEHHO OT
BCEro HaceneHus. Taknm 06pasom, y4nUTbIBas YACTEHHbIN
COCTaB JaHHbIX 3THUYECKUX Fpynm, Ans BoopyXeHHbIX
Cwun Poccuiickon Depepaumm paHHas natonorns sens-
€TCS KpanHe peakuM ABEHUEM.

OTNoNornyeckom Npu4mnHom 3abonesaHns ABASETCA
myTaums reHa Mediterranean Fever (MEFV), nokannso-

BaHHOro Ha 16-i xpoMmocome. YkasaHHbI reH kogupyeT
6enoK NUPUH, NPUHMMAIOLWMIA yyacTue B perynsuum
akTmsudaunm nHtepnenkuHa 1 (UJ11p). MytaHTHbIN
NMUPUH He cnocobeH oka3biBaTb NOAABNSAOLLEE BAVUSHME
Ha cuHTe3 WIT1B [17].

KnuHnyeckn 3aboneBaHne xapakTepuayeTcst KOpoT-
KVMW, PEKYPPEHTHBLIMM NPUCTYNaMn NIMXOPaaKM, Conpo-
BOXAaWMMMca 60nsMn B XMBOTE, FPYAHON KNeTke,
apTPUTOM, OCTPbIM NEPUTOHUTOM, MHOIAA POXMCTLIM BOC-
nasieHnem Koxu. B 0CHOBE NPUCTYNOB NIEXMT CIOHTaHHadA
MM CrPOBOLMPOBaAHHANA AEerpaHynaumsa HemTpodunos
C BbIOPOCOM MeauaTopoB U Pa3BUTMEM aCenTU4eCcKoro
BOCMNaNIEHNS NPEVNMYLLLECTBEHHO CEPO3HbIX 1 CUHOBMASIb-
HbIX 0Bonoyek. B nepndepmnyeckoin KpOBK MOBLILLAETCS
KONMYECTBO HENTPODUNOB N OCTPODA30BbLIX HENKOB —
C-peakTtuHoro 6enka (CPE), cbiBOpoTO4YHOro 6eska amu-
nonpa A (SAA). PazgpaxeHne megyatopamMm BOCHaneHns
peuenTopoB NPMBOAUT K pasBuUTUiO 60IEBOro CUHOPOMA, a
BO34eMCTBME BOMbLLIOIO KOJIMYECTBA 3HA0MEHHbIX Mpore-
HOB Ha LEHTP TEPMOPEryNSaLMM — K Pa3BUTUIO JINXOPALKM.
3aboneBaHe OCNIOXHAETCH pa3BUTUEM aMIIoMa03a C Npe-
MMYLLECTBEHHbIM nopaxeHnem novek. OCHoBy (popMUPO-
BaHWst GUOPUISIPHOrO KOMMOHEHTA aMUION4a COCTaBseT
SAA. 13 cbiBOpOTOYHOrO SAA-NpeaLLeCTBEHHMKA B TKAHSX
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obpaazyeTcsa AA-6enok (benok amunonaa A), KOTOpbIA U SB-
NSIETCA OCHOBOW aMunonaHbix udpun (AA-amunonaos).
B ponn amunnonao6nacTtoB BbICTYNalOT B OCHOBHOM Ma-
Kpodarn-MmoHOUNTBI, a Takke niadmMaTuyeckue KIeTku,
$rnbpobnacTbl, PETUKYOLMTbI U SHOOTENMASbHbIE KITETKM.
Makpodaru nepepabaTbiBatoT Ha CBOEM NOBEpPXHOCTN AA-
0€enokK B MOJSIHOLLEHHbIE aMUnonaHble GrUbpubl U OTKa-
[ObIBAIOT €ro B MEXYTOYHOW TKaHW. HakonneHve ammnonaa
npw Nepoamnyeckoin 601e3H 0TMeYaeTCcs B opraHax, roe
Makpodarm 3aHNMMaIOT GUKCMPOBAHHOE MOSIOXEHME, — B
noykax, nevyeHun, ceneseHke. AMMNIONO03 MOXET Takke
nopaxatb XeNlyJo4HO-KULLIEYHbIN TPakT, cepaLe, SnyKu.
Hanbonee 4acTo BCTpeyaeTcs 1 uMeeT HamborbLLee Npo-
FHOCTUYECKOE 3Ha4YeHne ammnonaos noyek [8, 7, 10, 17].

[na noCTaHOBKM AnarHo3a npuMeHsIoTCS KpUTepumm
Tenb-Xawomepa [16], koTopble NOAPa3aENAOTCA Ha
OoonblIne, Masnble 1 BCNOMOraTeslbHbIE:

Bonbwune kputepun (TUNUYHLIKA NpucTyn): 60b,
nmnxopagka >38°C, Konn4ecTso peunansoB >3, Npoaos-
XUTENbHOCTb 12—72 4 nnoc oanH nnm 6onee n3 Huxene-
PEYNCEHHBIX MPU3HAKOB:

1. MepnTOHUT (reHepannM3oBaHHbIN).

2. MneBpuT (OAHOCTOPOHHWI) AU NEPUKAPOMIT.

3. MoHoapTpuT (6eAPEHHbIIN, KOIEHHBIN, FONIEHOCTONM-
HbI CYCTaBbl).

4. /13onmpoBaHHas nuxopagka.

Manbie KpuTepUM (aTUNMYHBIN NPUCTYN): IUXopaaka
<38°C, atununyHasa anmTenbHOCTb Npuctyna (6-124, 3-7
OHeN) nac oanH unu 6onee N3 HUXenepeUncneHHbIX
NPU3HaKoB:

1. NopaxeHne opraHoB rpyaHON KNeTKu.

2. MopaxeHne opraHoB OPIOLLHOM NOAOCTM.

3. MNopaxeHne cycTaBOB.

4. Bonb B rofEHsX.

5. 9P DEKTUBHOCTL NPUMEHEHUS KOJIXULIMHA.

BcnomorartenbHble KpuTepuu:

1. CCJ1y poaCTBEHHMKOB.

2. CoOoTBETCTBYIOLLAS HALMOHATbHOCTb.

3. Hauano 6one3Hun B Bo3pacTte Ao 20 ner.

4. Taxenoe cocTtosiHue, Tpebylollee NoCTeNbHOro
pexuma.

5. CnoHTaHHas pemuccus.

6. OTCyTCTBME KIIMHUYECKUX CUMMTOMOB B MEXMNPU-
CTYMHbIA Nepunoa,

7. MNpexopsiiee M3MeHeHne n1abopaTopHbIX Nokasa-
Tenen, xapakTepusyoLnx BOCNaINUTENbHbIA NPOLECC
(nerikounTbl, CKOPOCTb oceaaHuns aputpountor (COI),
CbIBOPOTOYHbIV amunoug A n/unu GubprHOreH).

8. dnnsoguyeckas NpoTeEMHYpPUS /UM rematypus.

9. OTtcyTtcTBME pesynbTarta Npu 1anapotoMum nnuv
anneHgaKTOMUN.

10. KpoBHOE poacTBO poauTenei.

Hanuune y 6onbHoro 1 6onbworo unn 2-5 manbix
Kputepues, unm 1-5 manblx 1 He MeHee 4 13 rpynnbl
BcrnomMoraresnbHbIX (1-5), nan 1-5 manbix n He MeHee 5 n3
rpynnbl BcriomorartesnbHbix (1-10) no3BonsieT NnocTaBmTb
OVarHo3: ceMenHas cpeamn3eMHOMOPCKas MMXOPaAKa.

Onarnos CCJ1 aBngeTcs B NepByto o4epenp KnHu4e-
cknMm. OnpeneneHHbIM NoACrnoOpPbLEM B AMArHOCTUKE MO-

XET CNYXUTb MONEKYNAPHO-reHeTUYECKOEe TUMMPOBaHNE
xapakTepHbix MyTaumi reHa MEFV. MonekynsipHo-reHe-
TUYeckas ouarHocTuka, a Takke naydyeHme ocobeHHocTen
HacnepoaHusa CCJ1asnaoTca Hambonee adOEKTUBHBIMN
[ON151 paHHelr 1 npeHaTanbHOM AMarHOCTUKN, onpeaeneHns
HOBBbIX NyTen BeaeHns 6onbHbix CCJ1, BkAOYasa reHeTmnye-
CKO€ KOHCYNbTMPOBAHME, MPOrHO3 U SlIeYEHME B CEMbSIX,
oTtarouweHHbix CCJ1[11]. OgHako AaHHble FEHETUYECKOrO
nccnenoBaHns He IBASIOTCS abCOJIIOTHLIMU, MOCKObKY
O0nbLUMHCTBY NnabopaTopuii AOCTYMNHO TONLKO onpeaene-
HVe Hambonee YacTblX, TUMUYHbLIX MyTaLMii. Kpome Toro,
nepeyeHb MyTauui reHa MEFV nocTosiHHO paclumpseT-
Csl, TO eCTb HE BCE MaTOreHHble MyTauun N3BECTHbI Ha
CerogHsWHNM oeHb. 3aPUKCUPOBAHO Kak MUHUMYM 73
BapuaHTa mytaumin [20, 15]. MoaTomy oTpuLaTENbHbIN
pe3ynbraT TUMMPOBAHUSA HE CYXUT OCHOBaHMEM [J1s
nckmodeHns anarHo3a CCJ1. He cnyyariHo pesynbrarhl
TUNMPOBaHUS MyTaunin reHa MEFV He BXOOAT HU B OOHU
13 AMarHoCTuyecknx kputepues [6, 9, 19].

Llenb nccnepoBaHud. lokazatb KIIMHNYECKUE MO/~
xoapl K anarHoctuke CCJ1y BOEHHOCNyXalUMX U NPUH-
UMbl UX MEeANLMHCKOro OCBUAETENbCTBOBAHNA ONS
onpeneneHns KaTeropum roqHOCTU K BOEHHOM cnyxobe.

MaTepuanbl u meToabl. O6cnenoBaH BOEHHOCYXa-
Wnin A, npoxoasaLwmii cnyxoy no npuasiy, 20 NeT, apMSIHUH
Nno HauMOHaNbHOCTU. BONBHOM NOCTYNUA B KNUHNUKY da-
KyNbTeTCKOM Tepanun BoeHHO-MeanumMHCKOM akagemMmm
nm. C.M. Knpoea (BMA) ¢ xanobamu Ha nepmoamyecku
BO3HMKatoLlme obLLyto cnabocTb, HegoMoraHue, 03Ho0,
OTEKM N HOWOLLLYO 60J1b B 06N1aCTK CTOM, FONIEHOCTONMHbIX,
penko KoNeHHbIX CycTaBax, CONpOBOXAAOLMECS NOAb-
emMomM TemnepaTtypbl Tena no 39,5-39,8°C.

Pesynbratbl U ux o6cyxageHue. /13 aHamHesa 13-
BECTHO, YTO BblLLEeyKa3aHHbIe Xanobbl 6eCNOKOAT ¢ 6-neT-
Hero Bo3pacTa. MogBneHne nx cBA3aHO C OUTENbHOM
X006001 NN HAXOXOEHNEM B BEPTUKASIbHOM MOJIOXEHUN.
[o noctynneHus Ha cnyx6y He ob6crenoBancs, He neyvunn-
cs. KnuHmnyeckne nposiBNeHns caMoCTOATENbHO KYNUpo-
BaNNCb B TevyeHune 24-36 4. HacneacTBeHHOCTb Npocne-
OUTb HEe NpeacTaBMIIOCh BO3MOXHbIM, Tak Kak nauneHT
BOCMUTbIBAICS TOJIbKO MaTepbio 1 CBeAeHUI 00 oTue He
nmen. Mpun Npr3biBe Ha BOEHHYIO CIYXOY >kanob akTUBHO
He npenbsaBnsan. CornacHo kapTe MeanuUMHCKOro ocBmae-
TeNbCTBOBAHWUS rpaxaaHnHa, NoAnexallero npm3abiBy Ha
BOEHHYI0 Cyx0y, B HOs6pe 2015 . Ha ocHOBaHUM rpadbl
| pacnncaHms 6onesHen Npu3HaH: A — rogeH K BOEHHOM
cnyx6e. 3a Bpems cnyx6bl Ha GOHE ANNTENbHON XOALObI
1 CTaTUYECKOM Harpy3kn HEOAHOKPATHO OTMeYas nosiene-
HMe BblLLenepeynCrieHHbIX Xanob, peumansbl 601eBOro
CUHAPOMa B cycTaBax HMXKHUX KOHEYHOCTeN. 3a nepuop,
c nekabps 2015 r. no despans 2016 1. 4 pasa npoxoamn
cTauuoHapHoe obcnenoBaHue 1 nedyeHne B BOEHHbIX
rocnuTansx c AMarHo3amu Harpy304HO-peakTUBHbIN ne-
pVapTPUT rOSIEHOCTOMHbLIX CYCTaBOB, PELVANBUPYIOLLINIA
apTPUT rONEHOCTOMHbIX CycTaBoB. B ¢pespane 2016 1. Ha-
npaefieH ons o6cnefoBaHns B KIMHUKY GakynbTETCKOM
Tepanum BMA. Tpu nocTtynneHnm npeabsasnsi xxanoobl
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Ha 03HOO, 60J1b M OTEYHOCTb B FOJIEHOCTOMHbIX CycTaBax,
nnxopanky 38,8°C npun OTCYTCTBUM KaTapasibHbIX SIBE-
HUI, KOTOPbIE CAMOCTOSATENIBHO KYNPOBAINCh B TEYEHNE
OBYyx AHel. MNaumeHT KoMniekcHo obcneaoBaH B yCII0BMSX
PEBMATONOrMY4ECKOro otaeneHns. JJaHHbIX 3a OHKONO-
rmyeckoe, MHPEeKLMOHHOEe 3aboneBaHne, amnnongos,
BOCMaNnTesbHbIE pEBMATUYECKME 3a001EBAHNS HE NOJTY-
4yeHo. BbisiBNEeHbI NpM3Hakn CUHAPOMa AMCnia3nm coegu-
HUTenbHOW TkaHW. Obpalliana BHUMaHWe NpuBeaeHHas
panee anHamMmmka octpodal3oBbIX NokasaTtenen npu oT-
CYTCTBUM MEAMKAMEHTO3HOM Tepanunu (Npu NOCTYMEHNN
B KJINHUKY, Ha 7-€ 1 14-e CYyTKN HaxoXAeHNA B KIIMHUKE):
CO3 - 29-21-14 mm/u; CPB - 142,7-37,9-7,5 mr/n;
dubpuHoreH -5,4-4,6-4,5r/n. icxogHo oTMeyanach amc-
NPOTENHEMMS 3@ CHET MOBbILLEHUS aNbda-2-rnobyInNHOB
(13,54%). Mo paHHbLIM MarHUTHO-PE30HAHCHO TOMO-
rpadun xmBoTa, onpenensnace renatoMmeranvs (Boicota
npasoii gonu 19,2 cm), cnneHomeranusa (12,2x7,4x14,9
CM). YCTaHOBNEH AMarHo3 OCHOBHOro 3aboneBaHus:
CVHAPOM OMCMNa3nn CoeanHNTENIbHOM TKaHn (Mponanc
nepeaHen CTBOPKM MUTPAsIbHOrO knanaHa 0—1 ctenexn,
CUHAPOM rmnepmMobuIbHOCTM CYCTaBOB, BbICOKOE rOTu-
yeckoe Hebo, NPOA0NLHOE M NoMNepeYHoe NI0CKOCcTonme
obeunx cton 1 cteneHn 6e3 apTpos3a). ConyTcTBylOLLIME
3ab0/1eBaHMSA: XPOHMYECKNIA racTpuT 6e3 HapyLleHus
bYHKUMN, CTaaNa peMUccumn. JUCKMHeE3s Xen4yeBbIBOAS -
wmx nytein. lobaBoyHas aosbka cene3eHkun. BaprkosHas
60/1€3Hb HMXKHUX KOHEYHOCTEN 6€3 BEHHO HEOQOCTATOM -
HOCTW. BynbrapHblie yrpum, nanyno-nycrynesHas ¢popma,
NEerkow cteneHn TaXecTu. BeinncaH n3 KNNHMKY B yO,0B-
NeTBOPUTENIBHOM COCTOAHUN.

[Mocne BbINUCKN N3 KINHUKM HAa PpOHE BO3OOHOBMB-
LMXCA Ha cnyxbe OJnTeNbHON XoOp0bl 1 CTaTUYECKOM
Harpy3kn BO30OHOBUNAUCH PeuuanBLI apTpanruin n nm-
xopagku. Banpene 2016 r. NOBTOPHO rocANTanm3npoBaH
B KNMHUKY dakynbTeTCKOM Tepannu C yKa3aHHOW BbllLE
KJIMIHMYECKOW CUMNTOMATMKOWM, KOTOPasi CaMOCTOATENIbHO
KynupoBanach 4yepes 48 4. [oBTopHO 06paLlano Ha cebst
BHUMaHME U3MeHeHVEe OCTpoda30BbIX nNokasaTenen
B BUAE VCXOOHO MoBbileHHbIX CO3 — 44 mm/4, CPB -
157,0 mr/n, pubpuHorena — 7,3 r/n ¢ HopmMmanusauuemn
Ha 10-e cyTku.

Mcxoas ns UMKINYHOCTM M MOBTOPSEMOCTU CaMo-
paspeLlualoLmxcs annM3o40B NMxopagkm, CyCTaBHOro
CUHAPOMA BOCNANUTENbHOIO XapakTepa, B COOTBETCTBUM
C kpuTepuam Tenb-Xawomepa (Hanmune asyx 60bLLINX
KPUTEPUEB — NNXOPaaKa, MOHOAPTPUT; ABYX MasbIX KpU-
TEPUEB — BOBJIEYEHME B MPOLIECC CYCTABOB, HArpy304Ha-
A60/1b B HMXXHUX KOHEYHOCTSX; NATU NOAAEPXMBAIOLLNX
KPUTEPUEB — MPUHALANEXHOCTb K COOTBETCTBYIOLLEN
3STHMYECKOI rpynne, BO3pacT Havana 3aboneBaHus o
20 neTt, CNOHTaAHHOE paspelleHne aTaku, Hannume b6ec-
CUMMNTOMHBIX MPOMEXYTKOB, MOBbILLEHNE 1aB0PaTOPHbIX
MapKepoB BOCMNaNeHMs) yCTaHOBNEH OKOHYaTesbHbIN
OMarHos: ceMenHas cpeam3eMHOMOpPCKas nmxopaaka,
CMELLAHHbIV BapuaHT (IMXOPaa0YyHbI, KOXHbIN 1 CyCTaB-
HOW), peungBmnpyloLLeE TEHEHME.

C y4yeToM yCTaHOBJIEHHOrO AnarHo3a, 0coOeHHoCTeN
TeyeHus 3aboneBaHnss 1 HEBO3MOXHOCTM BOEHHOCIY-

Xallero NCNoHATL 00S3aHHOCTN BOEHHOM CNyX06bl B
NnosHOM o6bemMe, NPUHATO peLLleHne 0 ero MeOULIMHCKOM
OCBUAETENbCTBOBAHUN O ONpeaesieHns Kateropmm
rogHOCTU K BOEHHOW cinyx6e no COCTOAHMIO 340PO0BbS.

[encteyowWwmmM pacnmcaHuem 6onesHen (pasoen
Il ToeboBaHU K COCTOSHUIO 340POBbS rPaxaaH npuv
nepBOHavyasbHOM NOCTAHOBKE Ha BOWHCKWUIA YYeT, npu-
3blBE Ha BOEHHYIO CyX0y (BOEHHbIe COOphI), rpaxaaH,
NOCTYNalOLMX HA BOEHHYIO C/yX0Y N0 KOHTPaKTY, rpax-
naH, nocTynarwLimMx B BOEHHO-y4eOHble 3aBeeHuns,
BOEHHOCHYXaLWX, rpaxaaH, npebbiBaloLmx B 3anace
BoopyxeHHbix cun Poccuinckoit @epepauunm (npunoxe-
Hue K MNonoxeHnio 0 BOEHHO-BPa4YeObHOWM 3KCNepTm3e,
YyTBEPXAEHHOMY NOCTaHOBNeHneM lNpaBuTtenscTBa
Poccuiickoii ®epepaumn ot 4 nionsa 2013 . N2 565) [2],
€CJIM y4eCTb 40CTaTO4HO peaKyto BCTPEYaEMOCTb AaHHOM
naTonornu, CEMenHas cpean3eMHOMOopCKas nmxopaaka
He NpenycMoTpeHa.

CornacHo MexayHapogHon knaccudukauum 6ones-
Hel X nepecmoTpa, CEMENHON cpegm3eMHOMOPCKON
nuxopapgke cootBeTcTByeT kKo E85.0, oTHOcAwWwMIACA
K IV knaccy «bonesHn aHOOKPUHHOM CUCTEMBI, pac-
CTPOWCTBA NUTAHUS N HapyLLeHns oOMeHa BeLlecTB».
YkasaHHbI knacc 3abofieBaHnin COOTBETCTBYET CTaTbe
183 pacnucaHus 6onesHen. B COOTBETCTBUM C Xapak-
TEpoM TeveHus 3aboneBaHunsl, MPUHUMas BO BHUMaHMe
pPeEUVaVNBUPYIOLWLNIA apTpUT, NPMBOAALWMIA K 6ONbLIOMY
yucny TPyLonoTepb 1 06ycnaBnMBaloLWMii HEBO3MOX-
HOCTb MCMNOJIHATbL 06S3aHHOCTN BOEHHOW CNyX6bl B
NONHOM 06beMe, OTCYTCTBME A0KAa3aHHOMO 3HAYMMOro
NOpaxeHns1 BHYTPEHHMX OPraHoB, KOHCUINYM Bpayen
NPUWHSAN peLleHne, YTo yKkadaHHas KnmHmMyeckas kaptmHa
COOTBETCTBYET TPEOOBAHUSAM, NPEOLABNSEMbIM MYHKTOM
«B» cTaTbk 13 pacnucaHuns 6one3Hen.

YCTaHOBNEHHbIM NOPAAKOM BOEHHOCYXAaLLNI OCBU-
[eTenbCTBOBaH BOEHHO-BpayebHol komuccuein (BBK)
TepaneBTM4eckoro npoduna BoeHHO-MeanuUNHCKOMN
akafleMum, Ha OCHOBaHWM cTaTbM 13 NyHKTa cTaTby «B»
pacnmcaHus bonesHen npuaHaH: B — orpaHnyYeHHOo roaeH
K BOEHHOW cnyxobe.

3akntoyeHne BBK ycTtaHOBAEHHBIM NOPSAKOM Obl10
yTBepxaeHo BBK otaena ounmana masHOro LeHTpa Bo-
€HHO-Bpa4ebHOoM akcnepTn3bl MMHMCTEPCTBA OOOPOHDI
Poccuiickoin depepaumm 1 HanpaeneHo KOMaH40BaHMIO
4yacTn ns yBOJSIbHEHUS BOEHHOCIYXALLLEro B COOTBET-
ctBum ¢ n.1 cT. 51 depepanbHOro 3akoHa Poccuiickoi
denepaummn ot 1998 . N2 53 «O BoMHCKOM 06513aHHOCTH
1 BOEHHOW cnyxo6e» [1].

[Mocne BbINMCKM N3 CTauyioHapa nauyeHTy B Ka4eCcTBe
MeOMKAMEHTO3HOM Tepanuu Ha NOCTOSHHbIA NpueM Oblin
peKoMeHA0BaH KONXMUMH B CyTO4HOM Ao3e 0,5 mr.

C 1972 . ocHoBo nevyenusa CCJ1 aBnsaeTcs KONAXULMH.
KonxvumH He Bcerga npenoTepaLlaeT peumamnBebl, HO OH
3HAYUTENBHO CHUXAET PUCK Pa3BUTUSA CaMOro 4acTtoro
OCNOXHEHWS 3a00/1eBaHNS, MPMBOASALLENO K IETASIbHOMY
mexony, — aMmmaongosa. Y naumeHToB, Noay4aloLLmx Kos-
XULMH, BEPOSITHOCTb Pa3BUTUSA aMUN0Ma03a NPakTUYECKN
Hynesas [9]. K coxaneHuto, npuMeHeHne KOAXULNHA,
MPUHOCS ONPEfENEHHYIO NOMb3y, MOXET UMETb CaMble
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cepbesHble NOCNenCTBMA /1 MOSIOA0ro naumenTa. lNpe-
napaT BbI3bIBAET a300CNEPMUIO I XPOMOCOMHbIE aHOMa-
nnn, obpekas 60bHbIX Ha 6ecnnoane B NOCAeayoLen
XU3HW. 3a pyOexxoMm BbIX0d, BUOAT B COXPaHEHUN CNepMbl
NN SALEKNeTKM B 6GaHKe cnepMbl, YTO ManofoCTyrNHO B
Halwlen ctpaHe. B 3aBMCMMOCTN OT CUMNTOMOB KOJIXMLH
pekomeHayetcs ot 0,5 0o 2 Mr B CyTKM B 3aBUCUMOCTU
OT Macchl Tena A4nMTenbHo. B kpainHem cnydyae MOXHO
3aMeHUTb Ha Konxukym aucnepT (1 Tabnetka) 2 pasa B
CYTKM, TakXe A4nmTeNibHO. B kayeCcTBe CMMNTOMAaTUYECKOro
CpeacTBa BO BPEMSA MPUCTYNOB MOXHO UCMOJb30BaTh HE-
CTepounaHble NPOTMBOBOCNANUTENbHbIE Npenapathl [19].
OnucaHbl Takxe NonbITKM TpaHCAaHTaUnumM KOCTHOIro
Mo3ra, He UMeBLLVE ocoboro ycnexa [12]. B nutaHum npu
CCJ1 pekoMeHayeTCs OrpaHnyeHne B paLMioHe XapeHon,
SKMPHOM NULLY, KOMYEHOCTEN, KOHCEPBOB, NPAHOCTEN [5].
C pasButreM cpencTs 610N0rM4ECKOM Tepanmm B IEHEHNN
CCJ1 ctann ncnonb3doBatb Npenapatbl, 610KMpyowme
dyHkumm W1 (aHakmHpa) 1 PHO (nMHbnvkecnmab) [14,
18, 21]. EcTb coobuieHms 06 ycnewHoM codeTaHnumn UH-
dnunkcrmabda ¢ HU3KMMM Jo3amMu MeToTpekcaTa. Onybnm-
KOBaHbl TakxXe pe3ybTaTbl NCCNeL0BaHNS KIIMHNYECKON
3dPEKTMBHOCTN HEKOTOPLIX puTonpenapaTos (Kandang,
ImmunoGuard) [3] 1 06 ycneLHOM NCnonb30BaHUM UX B
KOMOUHALUMK C KONIXMLIMHOM Unv 6e3 Hero (Npy no6o4YHOM
addekTe konxnuyHa) [4] ons neveHns 6oNbHbIX C HU3KO-
NeHeTPaHTHbIMN MyTaumamm reHa MEFV n otHocuTensHO
OnaronpuUsaTHbIM TeYeHMEM (MEHbLLUMM DEHOTUMNYECKNM
adhdekTom — peakme, KOpoTkMe NPUCTynbl, NPeBann-
poBaHue Topakanruin). OCHOBHbIM KOMMOHEHTOM 3TUX
npenapaToB sBASIOTCA aHaporpadonmasl N3 aKkcTpakta
pacTteHuns Andrographis panniculata, LLMPOKO N3BECTHOIO
1 UCMNOJIb3YEMOrO B TEYEHME MOJTyBEKA Kak MPOTUBOBOC-
nanuTenbHOE CPeACTBO C BbIPKEHHLIM aHASIbrETUHECKNM,
AHTUMNPETUYECKMM, UMMYHOKOPPETMPYHOLLIMIM CBOMCTBA-
MW B TPQOVILMOHHOM MeguumHe psaa cTpaH CeBepHoM 1
3anagHor EBponel, A3um n CoeamHerHbIx LLTaTtos Amepu-
kv [5]. Bce BHOBb NpeanaraemMble CPEACTBA HE 3aMEHSIOT,
a L OOMOMHAKT Tepanuio KOMXULIMHOM U MPUMEHSIIOTCS
B CJ/ly4ae HENEPEHOCUMOCTU N HEADPEKTUBHOCTM faH-
HOro npenapara.

Y 60nbHbIX CCJ1 6€3 aMnnongo3a nporHo3 415 XNM3Hu
OnaronpuaTHbIA. YacTble NPUCTYNbl 601€3HM MOTYT ObITb
NPUYNHON BPEMEHHOW HETPYA0CNOCOOHOCTU. Paszsutune
amunonao3a MOXET BECTU K MHBAIMAHOCTU B CBSI3U C
MoYeyHo HeLOCTaAaTOYHOCTLIO (Yawe oo 40-neTHero
Bo3pacTa). [Jo NnpMMeHeHNs KonxmumHa 5- n 10-netHas
BbIXXMBAEMOCTb BONbHBIX C aMMUIoMa030M (0T Havana
npoTenHypuun) coctaenana 48 n 24% CoOOTBETCTBEHHO.
Mpn neyeHnm KONXMUMHOM OHa noBbicunacb o 100%,
a cpefHss BbIXXMBAeMOCTb Bo3pocna Ao 16 net. Konxu-
UMH cumTaeTcsa adPEKTUBHBIM HE3ABUCMMO OT CTaanu
amMunongHom HedponaTmm, 0gHaKo YEM PaHbLLE HA4aTo
nevyeHne, TemM GbICTpeEe HACTyNnaeT MNOJIOXUTESbHbIN
pesynbrat. B cBA3M C 3TUM O4E€Hb BaXHO paHHee rnpa-
BUJIbHOE YCTAHOBEHME AMarHo3a n CUCTeMaTMYeCKoe
le4yeHne KONXMUNHOM, YTO crieayeT cumTaTb Crnocobom
HE TOJIbKO NPenoTBpaLlEHNS NPUCTYMNOB, HO N NPOpn-
nakTnkn ammnongosa [12].

Lna KOHTPONS cybKIMHUYECKOro BocrnaneHns Hambo-
Jlee YyBCTBUTENbHbIN KpuTepuii — SAA-NPOTENH B KPOBWU
(no cpaBHeHuto ¢ CO3J, CPB, punbpuHoreHom). TpaHau-
TOpHas N NepcUCTMpyoLWas NpPoTeENHYPUS, BbIIBIIEH-
Has B TedeHne 60n1e3HN, yka3blBaeT Ha NPUCOEANHEHNE
amunonposa, B CBA3K ¢ 4eM ans Bcex nauneHTos ¢ CCJ1
PEKOMEHOOBAH €XErofHbI KOHTPOJIb MUKPOANbOyMK-
Hypuu [5].

3aknioueHue. PaccmoTtpeHHbili cnyydan CCJ1 pe-
MOHCTPUPYET NOAX0Obl K ANAarHOCTUKE, MeANLUNHCKOMY
OCBUAETENLCTBOBAHMIO U NIEYEHUIO BOEHHOCIYXALLNX,
CTpagaloLLmMx AaHHbIM 3ab0oneBaHneM.
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M.M. Toporkov, I.S. Buryak, A.S. Ovchinnikov, K.Yu. Volkov

Clinical cases of familial Mediterranean fever servicemen

Abstract. The information about Familial Mediterranean Fever (periodic disease), its prevalence, etiological causes, clinic,
diagnostics, treatment, possible complications and their prevention, monitoring of patients is presented. Clinical manifestations
of the disease are diverse and appeared by short, recurrent bouts of fever accompanied by pain in the abdomen, chest, arthritis,
acute peritonitis, and sometimes erysipelatous inflammation (Z the skin. The basis of attacks is spontaneous or provoked
neutrophil degranulation with the relgase of mediators and the development of aseptic inflammation predominantly of
serous and synovial membranes. It was shown that the diagnosis of Familial Mediterranean Fever is primarily clinical (for
diagnosis criteria Tel-Hashomer, which are divided into large, small and auxiliary), but a definite helz in the diagnosis can
serve as molecular genetic typing of characteristic mutations in the gene Mediterranean fever. The clinical case of diagnosis of
familial Mediterranean fever in a soldier is considered. The diagnosis is established on the basis of circularity and repetition
independently resolves episodes of fever, articular syndrome inflammatory nature and in accordance with the criteria of Tel-
Hasﬁomer. Special attention is given to approaches to medical examination of soldier to determine the medical profile for
military service, due to the relatively rare occurrence of this pathology. Emphasized that early correct diagnosis is extremely
important, as it allows to promptly appoint, with the purpose of treatment of disease by colchicine, which not only prevents
attacks of the disease, but to prevents the development of its complications such as amyloidosis.

Key words: familial Mediterranean fever; periodic disease, Tel-Hashomer criteria, gene Mediterranean fever, molecular
genetic typing, mutation, medical examination soldier, military service medical profile.
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