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ABCTPAKT

CeMmeliHaa cpeav3eMHomopckaa nmxopagka (CCIT)
ABNAETCA OAHWUM U3 BPOHKAEHHbBIX MOHOTEHHbIX ayTOBOC-
nanuTenbHbIX 3aboneBaHnin. MNpuynHOW ero pas3BuTWA
ABAAETCA HACNEACTBEHHbIV AEPEKT PasNUYHbIX YHACTKOB
reHa MEFV, B pesynbTaTe 4Yero W3MEHAETCA CTPYKTY-
pa 6enka nuvpuHa, KOTOpbI YTPAayYMBAET PErynATOpHOE
BAMAHME Ha UHPAAMMACOMbI KNETOK, Y4TO B KOHEYHOM
UTOre NPUBOAMT K rMOENN UMMYHHbIX KNETOK — MUpOon-
TO3Yy, COMPOBOMIAEMOMY MECTHbIM U CUCTEMHbIM BOC-

NanuTeNbHbIM OTBETOM. ABTOPaMU MPEACTABAEH NPUMEP
YCMELHOro nevyeHns naumerTa c oboctpernem CCJ1 no-
CNe BOEHHOM TPaBMbl, MMEIOLLErO OrPaHUYEHNA K Ma-
TOr€HETUYECKON Tepanun KONXULIMHOM, KOTOPOMY AfIA
KyNMpOBaHWA BOCMANIMTENbHOW pEeAKLMM  NPOBOANIN
ceaHcbl Nnasmadepesa U BHYTPUBEHHOIO Na3epHOro 06-
Ny4eHMA KPOBN.

Knrouesewie cnosa: cemeliHaa cpedu3eMHOMOPCKAA
UXOPaoKa, KOAXUUUH, naasmagepes, sHympugeHHoe
nazepHoe obnyueHue Kposu

BBE[1EHUE

CemeliHan cpeamnsemMHoMopckas nuxopagka (CCJT) ag-
NAETCA OLHWMM U3 BPOMKAEHHbLIX MOHOMEHHbIX ayTOBOCMA-
NWTENbHbIX 3a60neBaHni. Mpu OTCYTCTBUM aAE€KBAaTHOIO
neyeHns oboCTpeHMI €€ xapakTEPHOI YepToW ABNAETCA
pasBUTUE OPraHHOW AUCOYHKLMW, MPEUMYLLECTBEHHO
CBA3aHHOM C pa3sutvem AA-amunongosa. [MpuynHon
3aboneBaHnA ABAAETCA HACNEACTBEHHbIA AedekT pas-
NINYHBIX y4acTKoB reHa MEFV, B pesynbTtate 4ero mnsme-
HAETCA CTPYKTypa OenKa MUpWHa, KOTOpbLI yTpayuBaeT
PEryNATOPHOE BAMAHME Ha MHPamMmMacombl KneTok [1,2].
9TO B KOHEYHOM MTOrE MPUBOAUT K FMOENN MUMMYHHbIX
KneTok — nuponTosy [3-5]. O6ocTpeHus 3abonesaHwA
MOTYT MPOUCXOANTb KaK CMOHTAHHO, Tak U B pe3ynbTaTe
aKTUBALMK LLIMPOKOrO Kpyra TPUITEPOB: BO3AEWCTBUE
X0Nnoda, ynotpebneHve 60raTon »Mpom NULLIK, TAXENbIE
dr3nYecKMe Harpysku, NEPEHECEHHbIE TPaBMbI, XMPYyp-
ryeckue onepauuu, uHdekumm n T.4. [6].

KntoueBbiMM dakTopamu, BAUAIOLLMMU Ha Ka4eCTBO
MU3HW WM NPOrHO3 NaLMEHTOB ABAAOTCA 4acToTa, TA-
MECTb ¥ AAUTENbHOCTb NEepuooB 060CTpeHus 3abone-
BaHuA [6]. OcHOBHbIM MeTofoM neveruna CCJ1 AsnAaeTca
Ha3HauveHue konxuumnHa [4]. MNpwn ero HeabPpeKkTMBHOCTY
NPUMEHAIOTCA aHTULIMTOKMHOBbBIE W LIMTOCTaTUHECKME
npenapartbl [3].

K/IMHNYECKOE HABJIKO1EHUE

MauueHT, 34 net, cTpapatowmin CCN c1999 ropa, 6bin
nepeBefiEH M3 NevebHOro yyperkaeHns MuHUCTepCTBa
o6opoHbl Poccuiickoin degepaunn (PP) ana panbHei-
wero neveHna B Focnutane setepaHos BoliH N2 (TBB) ¢
AnarHo3om: “OCHOBHOW: OCKOMOYHbIE PAHEHWUA MATKUX
TKaHen NpaBoro 6efpa C MOBPEMAEHWEM COCYAWUCTOrO
nyyka. Onepauma: NpoTe3npoBaHMe AUCTaNbHOW TPETK
NpaBoi MOBEPXHOCTHOM befpeHHol apTepun. Ocno-
HeHua: TocTremopparuyeckan, dponumesofePpuumnTHan 1
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wenesofepuunTHaA aHEeMUA CpeAHEl CTeneHn Taxke-
cTn. Tpombo3 npaBoit 3aaHel 60/bLe6epLIOBO BEHbI
B CTafuu pexaHanudauuu. Conyrcreyrone: CemenHan
CPean3eEMHOMOpCKan AnxopafKa, 0b60CTPEHME, MOHO-
apTpUT MPaBOro KONEHHOMO CycTaBa. MKenyHoKameHHan
bonesHb. eMaHrnombl mnedeHun, cnneHomeranva. o-
BEPXHOCTHBIA racTpuT.

OuarHos CCJ1 sepudunumpoBanyt 06LLENPUHATBIMU
MEMLYHaPOAHBIMU KPUTEPUAMU KAVHUYECKON AMarHoO-
CTUKN N OLEHKM CTEMEHN TAXMKECTU MO CUCTEME Tenb-Xa-
LOMEP, a TaKkMe pe3ynbTaTaMu MONEKYNAPHO-TEHETN-
4ECKOro TecTnpoBaHus (NpoBean nccneposaHve JHK ¢
LeNbto MonCKa XxapakTepHbix ansa CCJ1 mytauumit) [3].

Manobbl Nnpu nocTynneHnn Ha cnabocTb. M3 aHamHe-
3a 3a60n€eBaHMA ObINO U3BECTHO, YTO MOMYUWU PaHEHNE
npaBoro 6eapa B Xofe CreumanbHOM BOEHHOW onepa-
umn. MNepBas NOMOLLb Obla OKazaHa Ha MECTE: HaloMeH
MryT Ha CpeAHtoto TpeTb npasoro 6eapa. BoimonHeHa
onepaLmsA: peBn3nA paH HVXKHEN TpeTW npasoro beapa,
BPEMEHHasA OCTaHOBKa KpoBOTeueHus. Ha aTtane aBaky-
auuu BbINOAHEHa NEPBUYHAA XMPYypruyeckas 0bpaboTka
paHbl 1 YCTAHOBEH annapaT BHEWHeR pukcaumm. 3a-
TEM — NPOTE3NPOBAHME ANCTANIbHOM TPETU NpaBOW MoO-
BEPXHOCTHOI BEAPEHHON apTEPUN.

C 10-Tm neT cTpagan nepuoaMyecKkoin 60one3Hbro
(CCIT) ¢ MonekynApHO-TEHETMHYECKUM MOATBEPHAEHNEM
(co cnos naupenTa). C 2009 roga 3a MeaMLMHCKOM no-
MOLLIbtO He obpatuanca. Mpu NoBbILWEHWN TemmnepaTypbl
Tena, 6011 1 OTEYHOCTW CyCTaBOB MPWHMMaN npenapa-
Tbl n6ynpodera, 6e3 cylecTeeHHoro apdekTa. Peumnamns
CUMNTOMOB 2-3 pasa B rof, NpOAOMKUTENBHOCTbIO 3-4
OHA; TEpanua KOAXMLMHOM He NMPOBOAMAACH B CBA3M C
VHAMBWAYANbHON HENEPEHOCUMOCTBIO (CO CMOB MaLm-
€HTa — TOLWHOTa, pBOTa).

KpaTKue paHHble oCMOTpa npu

noctynsieHuun B NBB N2

Poct 168 cm, macca Tena 70 Kkr, TemnepaTypa Tena
36.6°C, SpO, 99%. CocToAHME OLEHEHO KaK y[OBNeT-
BoputenbHoe. Co3HaHnue AcHoe. [MuTaHWe yaoBneT-
BopuTenbHoe. KO HbIi MOKPOB OObIYHOM OKpacKu.
Bna»KHOCTb KOMKM HOpMasibHas. Typrop coxpaHeH. KocT-
HO-MbIleYHas cuctema 6e3 nospexaeHuin. CTeneHb
pa3BMTWA MYCKynaTypbl yLOBNETBOpUTENbHaA. YacToTa
AbIXaTenbHbIX ABUMKeHU — 17 B MUHYTY. [bixaHne Be3n-
KYNAPHOE, CaMOCTOATENBHOE, YEPE3 ECTECTBEHHBIE Abl-
XaTeNbHblE NYTU. XpUNOB HET. PUTM cepala CUHYCOBBIN.
AptepuanbHoe pasnenune — 130/80 mm pT. cT., YacToTa
cepeyHbIX cokpatleHuin — 70 ya/MUH. S93bIK BNa<HbIN,
pO30BbIA, 6€3 Hanéta. 2KMBOT HE yBENUYEH, MpU Nanb-
naumuv MArkui, 6es6onesHeHHbin. CTyn obopMAeHHbIR,
6€3 MaTONOrMYeCKUx BKIIOYEHWIA, perynapHbii. Moye-
NCMyCKaHWE PerynapHoe, He HapyllieHo, 6e360Mne3HeH-
Hoe. Hesponornyeckuit cratyc — 6€3 naToaoru4ecKoi
CYMMNTOMATUKKN. JIOKanbHbIA CTAaTyC — MHOMECTBEHHbIE

pyOLLbl MPaBOM M NEBOW HUMHUWX KOHEYHOCTEN, 3aXK1Ba-
FOLLME BTOPUYHBIM HaTAMKEHNEM.

Pe3ynbTaTbl BbINOJIHEHHbIX

MHCTPYMEHTaJIbHbIX UCC/1e,0BaHN

KomnbtoTepHaa  Tomorpaduyeckas aHruorpadua
HWKHUX  KOHEYHOCTEM: MPOXOAMMOCTb Marmncrpasib-
HbIX apTepui 0BeEnX HUMHNX KOHEYHOCTEN COoXpaHeHa.
CocToAHMe nocne NpoTe3npoBaHna AUCTaNbHOM TPETU
MpaBoi MOBEPXHOCTHON beapeHHoi apTepun. Hdedbet
MATKWX TKaHel AucTanbHOW TpeTw npasoro 6eapa. [y-
NNEKCHOE CKaHWPOBaHWE apTEPUIN U BEH HUMHUX KO-
HeYHoCTel: Tpom603 3afHE6epLOBOV BEHbI MpaBOi
FONIEHN B CTaAMM HajaNbHOM pekaHanusaunn. 'emonm-
HaMWYECKN 3HaYUMBbIX MPENATCTBUA KPOBOTOKY B Maru-
CTPaNbHbIX apTEPUAX HOT HE BblABMAN. PRtooporpadus:
04aroBbIX M UHPUABTPATUBHBIX U3MEHEHWN HE BbIABUAN.
PeHTtreHorpadua npaBoro 6enpa, roneHU, KONEHHOro
CyCTaBa, rOfIEHOCTOMHOIO CyCTaBa B [BYX MPOEKLMAX:
NpaBOCTOPOHHUI FOHAPTPO3 | CTENEHN. YIbTPa3ByKOBOE
nccnenoarme (Y3W) opraHoB 6pHOLLIHOM NONOCTU: NpU-
3HaKM KOHKPEMEHTA MKENYHOIO My3bIpA; reEMaHrMOMbI
nedeHun, cnneHomeranna. Y3 noyek: ynbTpa3ByKOBbIE
MPU3HAKN COJMEBbIX BKAHOYEHUN B HaLLEYHO-NOXaHOY-
HOWM cucteme nouek. Y3U numdoysnos: yBenUYEHHbIM
nMmdoy3en B MpaBoi NOAMBILLEYHON 061aCTU, eaNHNY-
Hble YBENMYEeHHblE NUMQOY3Nbl NPaBoW M NEBON Maxo-
BOM obnactn. Y3W MArkux TKaHen KONEeHHOro CycTaBa:
B MepeaHen nopdacumanbHOM NpeaHafKONEHHWKOBO
CYMKE, B NEPEAHEBEPXHEM NIATEPATIBHOM 1 MEANANIbHOM
3aBOPOTE, B MEPEAHEHUMHEM MEIMANbHOM 3aBOPOTE,
B 3alHEBEPXHEM fNaTepaNbHOM 3aBOPOTE OMpeAenaeT-
CA HENpaBUbHOM GOPMbI UAKOCTHOE 06pa30BaHUE C
HEOLHOPOLHbIM COLEPHMNMBIM CPEAHEN 3XOTEHHOCTH,
CMELLLAEMOE MPU KOMMPECCUU AaTUYMKOM. D30daroract-
pPOAYOAEHOCKOMNMA: MOBEPXHOCTHbIN racTpuT.

OCMOTp ApyruMM cneLMaancTamu

TpaBmaTtonor-opTones; B CBA3U C COXPaHEHWEM CTON-
KOro CMHOBWTa MPaBOrO KONEHHOrO CyCTaBa MOKa3aHa
MyHKUMA MPaBOro KOAEHHOro cycrasa. [MauMeHT oTka-
3ancA OT BbINOMHEHUA NYHKLUMK. [eMaToNor: NOCTremMop-
paruyeckas, »enesopgepuuntHan, donveso-gepuunTHan
aHemua. Cnnenomeranua. JlumbageHonatna NOAMbI-
LEYHOrO NMMMPATNYECKOrO y31a CrpaBa 1 NaxoBbx NMM-
daTnyeckmx y3noB Ha GOHE MEPUOAMYECKON OONE3HM.
Tepanest: CCJ1. OTOpUHONAPUHIONOr, YpONor, ractpo-
3HTEponor, ohTanbMONON: NAaTONOMMN HE BbIABAEHO.

Jla6opaTopHble JaHHble

npu nocrynneHuu B 'BB N:2

O6wunit aHanus Kposu: remornobux 89r/n, spu-
TpoumnThl 3.24x102/n, neiikoumntsl 5.42x10%/n, Tpom-
bountbl 317x10°/n, cKopoCTb OcCedaHWA 3pUTPOLUTOB
(CO3) 43 mm/y, obwwit 6enok 71.9 r/n, KpeaTUHWUH




AJHMS | 2/V/2025

www.ahms.am

Puc. 1. Annapart ana nnasmadepesa «FemMman.

67.7 MKMONb/n, ModeBuHa 4.7 mmonb/n, rntoko3a 4.56
MMOSb/ A, NPOKaNbLUMTOHWUH 1.6 Hr/mn, C-peakTuBHbIA
6enok (CPb) 93.73 mr/n, O-numep 1791 Hr/mn, BrTamuH
B,, 387 HI/Mn, CbIBOPOTOYHOE MENE30 2 MMonNb/n, po-
nuesan kucnota 2.57 Hr/ma.

HasHauyeHHOe neuyeHune

donunesan KucnoTta, naHTonpososn, pebamunug, (Pe-
6aruT), Menokcukam, Ketoponak (npu 601eBOM CUH-
APOME), >eNe3a KapboKCMManbTo3aT (PEpUHMKEKT) B
L03MPOBKAX, COOTBETCTBYIOLLMX UHCTPYKLUMAM MO NpU-
MEHEHMFO NpenapaTos.

Ha ¢oHe neyeHwa pasBuncA MOHOAPTPWT MpaBoOro
KOMEHHOro CycTaBa, COMPOBOMAABLUMIACA NMXOPaLKOW
0o 38.6°C, nokanbHOWM KOMHOW ruMnepemuen v runep-
TEPMWENA, OTEKOM TKaHEW B 061aCTV NPaBOro KONEHHOIO
CyCTaBa, OTCYTCTBUEM [IBUMEHWI B KONEHHOM CYCTaBe, B
CBA3M C YEM MALMEHT HE MOT CAMOCTOATENBHO MepesBy-
raTbcA. JlabopaTopHble MOKa3aTenn, HECMOTPA Ha Kop-
PEKLIMIO aHEMUW, XapaKTEPK30BaNNCh HapaCTaHWEM pAaa
BOCMaNUTENbHbIX MapKepos: neikountsl 7.4x10%/n, re-
mornobux 112 r/n, aputpountsl 3.5x102/n, TpoM6OLMTHI
306x10°/n, CO3 55 Mm/u, 06imii 6enok 73.2 r/n, kpea-
TUHWUH 62.3 MKMONb/N, MoYeBUHA 4.6 MMONb/N, TAHOKO-
3a 4.3 mmonb/n, CPB 116.21 mr/n, O-numep 1986 Hr/mn.

BBMAY NPOTMBOMOKA3aHUIA K Ha3HAYEHUIO KONXMLM-
Ha, a TakXe B CBA3W C aHEMMEN, OTCYTCTBUEM MpU3HA-
KOB FHOMHO-BOCMANMNTENBHOMO MPOLLECCca Kak MpUYMHbI
CUCTEMHOIM BOCMANUTENbHOM peakLUK, HasHauMnm ce-
aHcbl MembpaHHoro nnasmadepesa (MrMe) n npouenypeol
BHYTPWMBEHHOIO Na3epHOro obayyveHna kposw (BJIOK) ¢
LIeNbio KYMMpOBaHWA CUCTEMHOMO BOCMANeHWA 1 yaane-
HUA MPOLYKTOB MMPONTO3a.

Ona MMN® ncnonbsosanu annapat «femmay» (Puc. 1).
MNepen Havanom ceaHca Ml NpeaBapuUTENbHO MYHKTU-
pOBann ¥ KaTeTEpU3NPOBaNK NepupepuIecKyto BeHy
KybuTanbHbIM KaTeETEPOM AnameTpom 16F. JKcTpakop-

Puc. 2. Annapat 4na BHYTPMBEHHOrO NA3EPHOro O6NYyHYEHUA KpPOBWU
«J1a3mMmnKy .

nopanbHbIA KOHTYp MOAKNtOYANN C COBAtOAEHMEM MNpa-
BMJ aCeNTUKW.

Mpw ogHouronbHol nepdy3nm, HOMUHANbHOM NOTO-
Ke KpoBu, cocTasnsatoliem 50-60 Mn/MuH, 0IHOKPaTHO
nonyuunav 1200 mn nnasmsl, ¢ 3ameteHnem 100 mn 20%
pacTtBopa ansbymuna 1 1000 mn 0.9% xnopuaa HaTpus.

BJIOK nposoaunn annapatom «Jlasmuky» (Puc. 2).
KpacHbiii cBeT 1 ynbTpaduonerosoe (YP) obnyyeHvie
KpoBW 3KcrnoHuposany 20 M1H 1 5 MUH, COOTBETCTBEH-
HO. Vlcnonb3oBanw nasepHyto U3ny4atoLLyto ronosky KJl-
B/TOK-635 — 2 (KpacHbiii ceeT) 1 ronosky KJ1-BJTOK-365
-2 (Y& cnektp).

Ha cnepyrowime cytkm ot ceaHca MI® n BJIOK oTme-
TUAW KIVHWYECKYHO AVHAMWKY B BUAE KynMMpPOBaHUA 06-
LEA rMNepTepMUmN, rMNEPEMUN KON, CHIMKEHUE BbIpa-
MEHHOCTN 60/1EBOrO CUHAPOMA, MALMEHT CMOT XOAUTb C
ornopoii Ha Hory. OTEYHOCTb KONEHHOrO CyCTaBa Yepe3
[IBOE CYTOK 3HAa4UTEeNbHO YMEHbLUMMACh (OKPYMHOCTb
KoneHa ymeHbLumnack ¢ 51 cm go 45 cm). Panee Bo3poc-
Lme Mapkepbl BocnaneHua coctasunu: CPb 14.68 mr/n,
CO3 21 mm/y, O-numep 404.4 Hr/mn.

OTaanéHHble pesynbTaTbl OLEHWTb He yAanoch, na-
LMEHT OTObIN B APYroe nevebHoe yYperaeHne Ha 2-bie
CYTKM MOCNE BbINOMHEHWNA IKCTPaKOPMopanbHOM remo-
KOPPEKLIMN.

OBCY>K[1EHME

NepBble ynoMUHaHWA O 3ab6oNeBaHUM, MPOABAAIO-
LLEMCA NEPUOAMNYECKOV NTMXOPALKON 1 6ONAMM B NBO-
Te, OOHAPYKEHbI B aPMAHCKMX NETOMMCAX, OTHOCALLIUXCA
k XII B. («YTewweHune npu Anxopankax» Mxutapa Fepaum).
Mocne nyénukaunii B 3apybeXHbIX HayYHbIX CTaTbAX, B
KOTOpbIX COODLLANOCL 06 OTKPbLITUU Fe€Ha, KOTOpbI AB-
NAETCA MPUYNHON, TaK HA3bIBAEMOW, «apMAHCKOM Me-
PUOLMYECKON BONE3HMY, 3TOT TEPMUH CTai LWIMPOKO
MCMONb30BaTbCA B OTEYECTBEHHOW U PppPaHKOA3bIYHOM
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nutepatype. [lpyroe e€ Ha3BaHWE — «CPEAU3EMHOMOP-
CKas nuxopagka». B Hay4HoR nuTepaType 370 3abonesa-
HWE UMEET eLLE 60MbLLIE HAVMMEHOBAHWIA: MAapOKCM3Manb-
HbIi CMHAPOM [IXKeNHyaa-Mo3eHTanda, nepuoanyecKuin
NepPUTOHNT, cuHApoM PeiimMaHHa, 6one3Hb Curana-Ma-
My. BcTpedaetcA B OCHOBHOM Y HapOAHOCTEN, MPeAKM
KOTOPbIX WS Ha TEPPUTOPUN CPEANZEMHOMOPCKOTO
bacceiHa: apMaAH, eBpees, apaboBs, Typok u ap. [4].

B Poccumn BKnag B Hayano CUCTEMATMYECKOTO U3y-
4eHuA aToro 3aboneBaHna BHecna Wwkona E.M. Tapeesa,
COTPYAHUKM KOTOPOW MPEABOCXUTUIN MHOTME COBpE-
MEHHbIE NpeacTaBneHuns ob atolt bonesnu [4].

CCJ1 aBnaetca ofHUM U3 BPOMAEHHbBIX MOHOMEHHbIX
ayTOBOCMANWTENbHbLIX 3a60fEBaHWM, N4 KOTOPbIX Xa-
PaKTEPHO LIMKANYECKOE TEYEHWUE CO CMEHOW 3MU30L0B
CMOHTAHHOrO UK CMPOBOLIMPOBAHHOIO 06OCTPEHMA 1
CMOHTaHHOW pemuccun. Mpu OTCYTCTBUM afeKBaTHOrO
neyeHuna oboCcTpeHnii xapaktepHoit yeptoit CCJ1 apnaeT-
CA Pa3BUTUE OPraHHOM ANCHYHKLIMKU, NPEUMYLLECTBEH-
HO CBA3aHHOW C pa3BuTHeM AA-amwunougosa [1]. Mpu-
YMHOW 3a60N1€BaHNA ABAAETCA HACNEACTBEHHbIN AeeKT
pa3nnyHbIx y4acTkos reHa MEFV (MEditerranean FeVer),
PacrofoMeHHOro Ha KopoTkom nnedye 16— napsl xpo-
MOCOM. B pesynbraTe W3MEHAETCA CTPyKTypa 6enka nu-
pVUHa, KOTOPbIA YTPauMBaET PETYNATOPHOE BAUAHWE Ha
MHPNAMMACOMbI KNETOK — BbICOKOMOJIEKYNAPHBIE KOM-
MMEKCbl, KOTOPbIE aKTUBUPYIOT BOCMANUTENbHbBIE Kacra-
3bl 1 nHTepnerknH (U)-1B [1,2].

HekoHTponunpyemaa axktueauma MHNammacombl B
KOHEYHOM WTOre MPUBOAMUT K TMOENM UMMYHHbIX Kie-
TOK — nNuponTo3y [3]. NMoMMMO 3TOoro, aHoManbHbI 6e-
NOK MWUPWH YTPa4MBAET CBOE PErynaTOpHOE BAUAHUE
M Ha CUCTEMY KOMMIEMEHTA, YTO MPUBOAMUT K WU3ObITKY
aHadunoTokcmHa Cba, KOTOPbIN MOMET HaKamnAMBaTbHCA
B CEpO3HbIXx 060M0YKax W ABNATLCA CBOEOOPA3HbIM aT-
TPaKTaHTOM A1A KNETOK UMMYHHOI CUCTEMBI. 9TUM O6b-
ACHAETCA NPEBANMPOBAHNE CEPO3UTOB B KIMHUYECKOW
KapTuHe obocTpeHunit [4,5].

Cnepfyer OTMETUTb, YTO KIMHWYECKME MPOABNEHNA
3ab0n€BaHNA M NPOrHO3 OMNPEneNnAeTcA COBOKYMHOCTbO
dakTopoB: BMAa MyTaumu reHa MEFV, vHAMBMAYyanbHbI-
MW OCOOEHHOCTAMM MALMEHTOB, UX O6PA3OM KM3HW, 3h-
$EKTUBHOCTBIO MPOBOAVMON UMMYHOCYNPECCUBHOW 1
MpoTMBOBOCMaNMTENbHON Tepanuu. CerogHA 6asmncHbIM
npenapatom nedveHna CCJ1 ABnaeTca npenapar Hatypasib-
HOI'O NMPOUCXOXAEHNA — KONXMLMH, KOTOPbI Ha3HavaeT-
cA MaumeHTam noxmsHeHHo [1,5]. Kpome Toro, B Knu-
HUYECKYIO MPaKTUKY BHEAPAIOTCA TE€HHO-UHMEHEPHbIE
buonoruyeckne npenapatbl: MHrM6UTOpLI UJ-1p (Ka-
HaKknHymab), 6nokatopbl peuentopos WJ1-1 (aHakuHpa),
6nokatopsl peuentopos k UI-6 (tounnusymab). OpHa-
KO, MCMONb30BaHWE ITUX MPENapaToB HacToO OrPaHNYEHO
TPEOOBAHMAMMN K YCNOBUAM XPAHEHMA W 3HAYUTENbHBIM
4MCNOM MOBOYHbIX PEAKLMMA, B YACTHOCTU, WHPEKLIM-
OHHbIX OCNOMHEHWIA. [103TOMY aHTULIMTOKMHOBbIE Mpe-

napaTbl YaCTO MPVMEHAIOTCA B KAYECTBE BTOPOW MHUN
Tepanuu, Npu HENepeHoCHMOCTU MW HELOCTaTOYHOM
apdeKTe oT 6asnCHO Tepanmmn KONXMLIMHOM. B KayecTse
«pe3epBa» B TAKENbIX Cyyaax Npu HEIGEKTUBHOCTM
WM HEMEPEHOCHMOCTU NEPEUNCNEHHBIX CPEACTB MOMET
ObITb PaCCMOTPEHO HAa3HAYEHWE METOTPEKCATa U PUTYK-
cumaba. B cnyyvae pa3suTuAa AA-ammnonposa, a Takike
AnA NpOPUAAKTUKN €ro pa3BUTUA pacCMaTpUBAETCA Te-
panus, OkasbIBatoLLAA BAUAHME Ha 06Pa3oBaHNE aMUIO-
WAHBIX HUTER (AmmeTuncynbdokeua, pubpunnekc) [6].

MpaKTMyeckn Bo BCEX paboTax OTPaXEHO, YTO Kito-
4eBbIMM paKTOpaMu, BAUAKOLLMMU Ha NMPOrHO3 W Kaue-
CTBO MMW3HWM MALMEHTOB, ABAAIOTCA YaCTOTa, TAMECTb
W LIUTENbHOCTb MeprofoB 0BOCTpeHus 3aboneBaHuA
[1,4-6]. COOTBETCTBEHHO, MaKCMManbHO 6bICTPasA -
MWUHALMA 1/ AW YMEHbLUEHNE KOHLEHTPALIMK BELLECTB,
ydacTeytoLmx B natoreHese CCJl, Takux Kak 6enku cu-
CTeMbl KOMMIEMEHTA, CbIBOPOTOYHbI amMunnons A, BOC-
NanuTeNbHble LLUTOKMHbI, MPOAYKTbI MMPONTO3a, NOTEeH-
LMANbHO CHUMAET TAMECTb U ANWUTENbHOCTb NMEPUOAOB
o6ocTpernsa. OBbIYHO ANA LOCTUMMKEHWUA 3TUX Lenein ao-
CTaTOYHO MpUMeEHEHWA 6a3MCHON KONXMLUMHOBOW Tepa-
MU 1N SOMONHUTENbHBIE IKCTPaKOPMOpanbHble METOLbI
neyeHma He Tpebytotca. OaHaKo B NpUBEAEHHOM HabO-
AEHVUN CYLLLECTBOBANN OTPaHMYEHNA MaTOreHETNYeCKOMi
Tepanun: KONXWULUMH HE MPUMEHANN U3-3a UMEBLLIMXCA
LAHHbIX aHaMHe3a, aHeMWU U HKeNyLOYHO-KULIEYHbIX
HapyLLUEHW, a aHTULMTOKWMHOBbLIE MpenapaTbl — U3-3a
PUCKa Pa3BUTUA MHOEKLIMOHHBIX OCIOMHEHWIA.

MosToMy MpUMEHAA METOAbl SKCTpPaKopnopanbHOM
rEMOKOpPEKLUM 1 PpoToremoTepanm BO BpEMA NpUCTy-
na oboctpeHuna CCJl, pa3BuLueroca Ha GoHe nepeHe-
CEHHOrO paHEHWA, CTaBUIU LIEABIO HE TOMbKO 3NUMU-
HALMIO BbllUeyKa3aHHbIX GaKTOPOB, HO W UX AWMOLMIO
$M3NONOrNYeCcKUM pacTBOPOM M PacTBOPOM anbbymun-
Ha. OKnAanu, 4To CHWPKEHWNE COAEPHAHMA CTUMYAATO-
poB BblpaboTkn WJ1-1p NpuBERET K ObICTPOMY CHUMME-
HUFO €ro KOHLEHTpaLuW BCIEACTBUE YAbTPAKOPOTKOIO
nepuopa nonypacnaga. B 1o »e Bpems ynaneHue 6onee
30% obbema LMpKyNMpyHOLLIEH MNa3mbl HE paccMaTpyBa-
NN 13-3a pucKa noTepb $akTOPOB CBEPTbIBAHUA, NMMY-
HOrNOBYNMHOB ¥ MOTEHLMANbHbIX OCNOMKHEHWIA B BUAE
aKTUBALLMWN PEAKLMWIA, B T. Y. ayTOMMMYHHbIX, CBA3aHHbIX
C TpaHChY3MEN CBEME3AMOPOMKEHHON MNA3MbI.

B KOHCEHCYyC-pekoMeHAaLIMAX aMEPUKAHCKOrO 06LLe-
ctea adepesa (ASFA) 3a 2023 roa Bonpoc npuMeHeHus
nnasmadepesa (M) npu CCJ1 He paccmaTtpusanca [8], a
B KAMHUYECKNX PEKOMEHALIMAX 3TOrO e ObLLEeCTBa 3a
2019 rop M ana nedeHna AA-amunonaosa, Kak cnei-
CTBMA XPOHWYECKMX BOCMANUTENbHbIX 3a00NeBaHUiA, B
ToM yucne n CCJ1, He pekomeHAoBaH [7]. B knuHuye-
CKMX pekomeHAaumax MUHUCTepCTBa 3[paBOOXpaHEHWA
P® 2023 roaa (MpYMEHEHNE KOTOPbIX OTIOMEHO) MO e~
veHuto aetert ¢ CCJT Bonpockbl 3pdEKTUBHOCTU IKCTpa-
KOpMopanbHbIX METOAMK TaKKe He paccMaTpusanuce [6].
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B TO e Bpema OOHapy»Kuau eOVHCTBEHHYKO CTa-
TbtO KOMNEr U3 ApMeEHUW u M3pauna, onybnmkoBaHHYHO
B International Journal of Rheumatic Diseases B 2017
rody, rae aBTopbl 3a[aBanCb BOMPOCOM O BO3MOMHO-
CTW nposeaeHunsa ceaHcos MNP npu oboctpennn CCIT B
CNy4ae HENEepeHOCUMOCTU WU HEBO3MOMHOCTU MpO-
BEAEHMA MaTOreHETUYECKON Tepanuun. B Kayectse wn-
NHOCTPaLLIMKN aBTOPbI MPUBENM [Ba Clyyaa 3PPEKTUBHO-
ro npumeHeHua Md: nepsbiit y S1-neTHEro My>KUmHbl C
TAKENbIM TedeHnem CCJI, KOTOopbIA HE MOT NMPUHUMATb
KOMXULMH MU3-33 NONNBANEHTHON anjepruu B BUAE OTE-
Ka KBuHKe. MNaumneHTy 6bin0 nposefeHo 8 ceaHcos M
B TeueHne 1 mecAua C pe3ynbTaToM B BUAE 3aTAMHON
pemMuccum 3abonesanHna Ha 11 Mecaues 1 Hopmanusauum
nabopaTopHbIX MOKa3aTenen.

BTopoit cnyyait appekTBHOro npumeHeHus Mae obin
3apUKCMPOBaH PETPOCMEKTUBHO, MPW aHANN3E TeYeHUs
3abonesanua y 17-neTHew aesylwkn. B cBaA3n ¢ runepan-
arHOCTUKOW BacCKy/InTa B AETCKOM BO3pacTe €l MnpoBo-
amance ceaHcbl M ¢ knnHmnyeckum addextom. Mocne
MOCTaHOBKM BepHOro AvarHoda CCJ1 maumeHTke 6bin
Ha3HaYeH KONXMUMH C xopolwum addekTom; MNP 6onee
He nposoamnca. Npu 3ToM aBTOpbl CBA3bIBANU IGdeKT
OT MpoLeaypbl HE TOMbKO C NUMWUHALMEN BOCMann-
TENbHbIX LIUTOKMHOB M NMPOAYKTOB BOCMANEHUA, HO U C
noTeHUManbHOM cTabunmusaumen c|>yHKLu/|17| PETUKYNO-
SHAOTENNANBLHON CUCTEMDI, YTO BO3MOMHO W MPUBENO
K AAuTenbHOM pemuccun 3abonesanua. B To xe Bpema
aBTOpbl NOAYEPKMBANMN, HYTO PELUEHWUE O MPUMEHEHUU
[P B KayecTBe LONONHUTENBHOIO METOAA NIEHYEHUA NMPU
CCJ1 LOMKHO NPUHUMATBLCA MHAMBUAYanbHO [9].

Y10 Kacaetca BJIOK, To npuHmmas pelueHne o fobas-
NEHUN JAHHON METOLNKN B CXEMY JIEHEHUA, YUIN OTeYe-

CTBEHHbIN OMbIT MPUMEHEHNA BHYTPUBEHHON Na3epHON
TEpPaNUn Npu peBMaToONAHOM apTpUTE, OTPAMKEHHbLIN B
KnrHuyecknx pekomengaumax [10]. Bospeinctene BJIOK
BONMHOI KpacHoro ugeta 635 HM, MolHOCTbIO 1-2 MBT
BPEMEHEM 3KCMO3MLIMKN 15 MUH, 1 YP-nasepHbIM CBETOM
C JANHOM BOMHbI 365 HM, MOLLIHOCTbIO Ha BbIXOAE OJHO-
pasosoro csetosofa 1.0 MBT, BpemeHeM akcnosnumm 5
MWH YepenoBaHvem 4epes fieHb, kypcom 10 mpouenyp
B KOMMEKCHOM Tepanun 60fbHbIX PEBMAaTOWAHbLIM ap-
TPUTOM OKa3bIBAET BJIMAHWE HA BOCMANUTENbHbLIE NMPO-
LlecCbl — CMoCco6CTBYET AOCTOBEPHONM HOPManM3aLmm
COAEPMAHUA MPOBOCMANUTENbHBIX 1 NPOTUBOBOCMNANN-
TENbHbIX LIUTOKMHOB, CHUMEHWIO KOHLIEHTPALMW MpPO-
TUBOBOCMANIUTENBHOIO LIMTOKUHA NENT1HA, HOpManun3sa-
LMW COAEPMaHUA TNIMKO3aMUHOIIMKAHOB, YTO B LIENIOM
MPUBOAUT K CHUMKEHWIO aKTUBHOCTM 3ab0neBaHmA, 06b-
EKTUBMPYEMOMY C MOMOLLLIO MHAEKCA DAS28, a Takke
CMOCOOCTBYET YAYYLIEHUIO KAYECTBA KU3HM OOMbHbIX
MO [JAaHHbIM CMNELMATN3NPOBAHHOIO OMpocHMKa HAQ
[11]. Kpome Toro, uenbto Tepanuu 6610 BOCTUMKEHWE 1
Apyrux cuctemHbix 3pdexToB BJIOK, Kak KOMMOHEHTa
peabuANTaLMOHHON NMPOrpaMmbl MaUMEHTa C XMPYpru-
yeckor natonorueit [10,12].

MoaTepanan 3GpdEKTUBHOCTb M 6€30MaCHOCTb NpU-
MeHeHuA nnasmadepesa v doToremMoTepanunm B KOM-
NNeKCce neyYeHus naumeHTa C 0bOCTPEHWEM CEMENHO
CPEAN3EMHOMOPCKOV NUXOPaAKK, 3a601eBaHNA MOHO-
FEHHOI ayTOBOCMANUTENbHON NPUPOAbI, MPY HELOCTYM-
HOCTW UNN HeIPPEKTUBHOCTM 6A3NCHON Tepanum Kon-
XVLIMHOM.
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Femokoppekuua v potoremotepanua npu CCJ

EXTRACORPOREAL HEMOCORRECTION AND
PHOTOHEMOTHERAPY AS COMPONENTS OF TREATMENT
OF A PATIENT WITH EXACERBATION OF FAMILIAL
MEDITERRANEAN FEVER
CLINICAL OBSERVATION
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ABSTRACT

Familial Mediterranean fever (FMF) is one of the congenital
monogenic autoinflaimmatory diseases. The cause of its de-
velopment is an inherited defect in various parts of the MEFV
gene, resulting in an altered structure of the pyrin protein,
which loses its regulatory influence on cell inflammasomes,
ultimately leading to immune cell death — pyroptosis, accom-
panied by a local and systemic inflammatory response. We pre-
sented an example of successful treatment of a patient with
exacerbation of FMF after military trauma, with limitations to
pathogenetic therapy with colchicine, which was treated with
sessions of plasmapheresis and intravenous laser irradiation of
blood to control the inflammatory response.

Keywords: familial Mediterranean fever, colchicine, plas-
mapheresis, intravenous laser irradiation of blood
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Cunwubiljwu dhebipypwsnyjwu inbunp (CUS) puwshu
dhwgbl wnunnpnppnpwihu hhjwunnieniuutinhg dtyu
E: pw qupgqugdwu wywwnbwnp MEFV qbuh tnwpptbip dw-
ubiph dwnwuqulwu wpwwu , hush wpnynitupnid thnfu-
dnud £ whphu uyhunwynigh Yuneniggwopp.  Ybpghuu
Ynpgunud £ hp Yupquiynphs wqntigniggniup pohgutinh
hupwdwundubiph Jpw, husu h dbpon hwugbigunid
huntuwhu pohgutinh dwhyuwl' whpnwuingh™ ninbiyg-
ybind wbinwjhu nu hwdwlwpqwihu pnppnpwjhu ww-
wnwufuwuny: Lbpluwyjwgyb) 5 Jwpunwlwu Juwujwéphg
htwin CUS-ny hphjwunh hwenn pniddwu oppuwl, npu
ntutip Ynifuhghuny whunwsuwlwu pniddwu uwhdwuw-
thwynwdutip. pnppnpwjhU nbwlghwu wwownpbnt hwdwn
hpwlwuwgytb] Bu wwqdwbptigh W wpjwu ubpbpw-
YwjhU jwqbpwjhu dwnwqujpdwu ubwuuubn:

Lhduwpwnbp. puwnwublwlu dhotipipwondjwu winbun,

bnipuhght, wjwquwpbnbq, wpywl ubpbpwluyhu jwqb-
nuwyhu Gwnwquyenid




