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O6ocHoBaHue. CemeriHaa cpeansemHomopckasa nmxopagka (CCJl) — Haunbonee Apkwii rnpeacTaBUTerib
rpynnsl aytoBocnanuTesnbHbix 3abonesaHun. CCJ1 pacnpocTpaHeHa npenMyLeCTBEHHO Cpeau XUTenen
CPean3eMHOMOPCKOro 6accerHa (CeMUTCKUX HapodoB, Xutenen Typumm u ApmeHny). OTo Hac1e4CTBEHHOE
3aborieBaHne C ayTOCOMHO-PELIECCHBHbBIM TUIMOM HacnefoBaHwsA. B paboTte npuBeaeHsbl NCTOPUA N3y4eHNs
CClJ1, anmaemmornorys, onucaHne BapuaHToB Te4YeHUs 3abosieBaHus, MeToqoB fie4eHns. OnucaHne KIiTnHu-
qyeckoro cny4as. lNauneHTka, 61 rog, noctTynvna ¢ xxanobamm Ha c1abocTb, IMxopaaky, 60/ B cycTaBax.
lMepBbie npusHaku 3aboneBaHna noABUIMChL B 20-neTHem BospacTe. [Npy noctynneHmn: neikountsl 20,1-
10°/1, remornobuH 6,7 r/an, COO 60 mm/4, C-peakTmBHbivi 6e510K 100 mr/n, KpeaTtnHnH 202 MKMOJIb/IT, MOYEBMHA
19,7 mmorb/n. B aHanmse moun 6es1ok 0,25-0,30 1/, nerikounTsl eanHnYHbIe B riperapare, Sputpoumtsi 5-10
B rionie 3peHus. KorimuecTBo b6enika B 1 1 moun 0,160 r. Y3-npusHaku nmeroskTasmm obenx rnovek. uarHos
BHa4are 6bl/1 nocTaB/ieH Ha OCHOBaHUN KITMHUYECKOM KapTUHbI M MOATBEPXKAEH MOPEOIOrM4eckn (passu-
TMe amuonaosa), a 3aTeM — C MOMOLLbIO FreHETUHECKOro nccrefoBaHns (0bHapyxxeHa mytauma M694V s
10-m 3k30He reHa MEFV B romo3nrotHoMm coctosHun. 3aknroyeHne. KnvHndeckyro kaptuHy CCJ1 BaxkHO
anghcbepeHumpoBark ¢ APYrMmn OCTPbIMY COCTOAHNUAMM: «OCTPbIM XNBOTOM», MHGDapPKTOM MMOKapAa, MHEB-
MOTOPAaKcOM, peBMaTndeckumy 3abonesannamu. CreayeTt NOMHUTb, HTO HECBOEBPEMEHHOE YCTaHOBJIEHNE
avarHosa v HernpasuiibHOe Nle4YeHne BeayT K pas3sutmnio AA-amunongosa (B 30—40% cryyaeB) ¢ ncxoqom
B MOYEYHYIO HEAOCTATOYHOCTb.

Knto4yeBble crioBa: cemeriHas cpean3eMHOMOpPCKanA inxopanka, aceritTnd4eckoe BocriasieHme, aytoBoc-
nanutesibHble 3abofeBaHuA, BO3B,OaTHbIl;I acenTn4eckui NepUTOHUT, NOJINAPTPUT.

(dna yntnposaHna: Cankosckuin P.C., CagoBHukoBa C.B. CemeinHaa cpegmnsemHomopcKkana nuxopan-
Ka: KnvHudeckuin cnydam KnmHndeckasa npaktuka. 2019; 10(1):101-107. doi: https://doi.org/10.17816/
clinpract101101-107)

FAMILIAL MEDITERRANEAN FEVER: CLINICAL CASE

R.S. Saykovskiy, S.V. Sadovnikova
Federal Scientific and Clinical Center for Specialized Medical Assistance and Medical Technologies
of the Federal Medical Biological Agency, Moscow, Russian Federation

Background. Familial Mediterranean fever (FMF) is the brightest exponent of autoinflammatory diseases. FMF
usually occurs to people of Mediterranean origin (Jews, Armenians, Azerbaijanis, Arabs, Kurds, Greeks, Turks
and ltalians). This is a hereditary disease with the autosomal recessive inheritance. Includes history of research,
epidemiology FMEF, variants of the disease course, methods of treatment. Clinical case description. A 61-year-
old woman arrived complaining of weakness, fever, joint pain. First sign of disease showed at 20-years-old.
When she came in: WBC 20.1-10%I, HGB 6.7 g/ml, ESR 60 mm/h, CRP 100 mg/l, CRP 202 umol/L, UREA
19.7 mmol/L. Quantity of protein in one liter of urine 0.160 g. Ultrasonic signs of pyelectasis in both kidneys.
The diagnosis was made on the basis of characteristic attacks of fever, polyarthritis, thoracalgia of Armenian
nationality patient.The diagnosis was confirmed by the detection of amyloidosis and genetic data. Conclusion.
Knowledge of the FMF clinical profile is important for differential diagnosis with many acute conditions, e.g.
acute abdomen, myocardial infarction, pneumothorax, rheumatic diseases. It is important to remember that
untimely diagnosis and improper treatment lead to the development of AA-amyloidosis (30-40%) with the
outcome of renal failure.

Keywords: familial Mediterranean fever, aseptic inflammation, auto-inflammatory diseases, recurrent
aseptic peritonitis, polyarthritis.
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OBOCHOBAHUE

CemerHaa cpeamsemHomopckaa nmxopanka (CCJT) —
HacneaCcTBEHHOE MOHOreHHoe 3aboneBaHue, xapakTe-
p13yeMOe PEeLMaVBYPYIOLLMMU 3MU304aMU  NIMXOPAKM,
OCTPbIX 60MeN B XXMBOTE, MPyOHON KIETKe, CycTaBax, KOX-
HbIMW BbICbINaHWAMM, Pa3BUTUEM aceNTUYECKOTo NePUTO-
HWTa, MHOMdA C MNIEBPUTOM, apTPUTOM. PO3HBIM OCOX-
HeHvieM 3abonesaHuA ABnAeTcA AA-aMnmnonaos.

UcTtopua usyyeHna cuHgpoma

[MepBble ynoMvHaHMA O 3aboneBaHuK, MPOABMALO-
LeMcA NeproaNHECKON NNXopaakon, 1 6onAMK B XXMBO-
Te, 06Hapy>XEHbl B aPMAHCKUX NTETOMMCAX, OTHOCALLMXCA
K Xl B. («YTeweHune npu nuxopaakax» Mxutapa lapaum).
B nepsoii nonosuHe XX B. y>ke NOABUMCE Ny6rvkaumm
0 NepMoaNHECKM BOSHMKAIOLLEW NMTMXOpaaKe, ConpoBOXKda-
toencAa 6onAamMn B XXmBoTe U cycTaBax. OHaKo Hayasiom
n3ydeHna 3Toro 3aboneBaHuA MPUHATO cuuTaTtb nyonu-
Kaumto ctatbk H. Reiman [1], B kKoTOpow 6binn onucaHbl
NMauVeHTbl C MEPUOANYECKON NIMXOPaaKOoM, HavaBLIencA
B JETCKOM BO3pacTe 1 NpomorkasLueincA MHoro net. OH
XEe N NPennokunn TEPMUH «nepuoandeckan 60onesHb».
3710 HasBaHue 3akpenunoce B CCCP u ¢hpaHkoroBopa-
WX cTpaHax. MocTeneHHo HakannmMBanuchb AaHHble 06
3TOM 3abonesaHuK, BbINo YCTAHOBMIEHO €70 MpeVMyLLe-
CTBEHHOE pacrpoCcTpaHeHne cpean Hapoaos 6acceviHa
CpeaunseMHOro MopA, AOKasaH HacneaCTBEHHbIN Xapak-
Tep CUHOpOMa, passuTne ammnongosa. B aHmoAsbIMHOM
nuTepartype 3akpenuicA TEPMUH «CeMeHanA cpeau3emM-
HOMOpCKaa nunxopaaka». Booblue, sabonesaHve vmeet
MHOM0 CMHOHMMOB: apMAHCKaA 6onesHb, epeBaHckan 6o-
ne3Hb, eBperickan 60ne3sHb, MapoOKCU3MaSIbHbIA CUHOPOM
bkerHyaa-MogeHTana, Neproanyeckuii NEPUTOHUT, CUH-
Apom PenmanHa, 6onesHb Curana—Mamy, nepnoanyeckan
60ne3Hb). B Hawwel cTpaHe HanbomMbLUIYHO N3BECTHOCTB MO-
nyunna moHorpadma O. BuHorpagoson «[Meproanyeckan
6onesHb» [2]. LLinpoko nayvaeTcA 310 3abonesaHne B Ap-
MeHum [3-5], Vi3paune [6] n Typuumn [7].

dTtnonoruna

CCJ1 otHOCMTCA K Tak HasblBaeMblM ayTOBOCMNASN-
TeNbHbIM 3abonesaHuAM. AyToBOCMaNUTESbHbIE 3a60-
neBaHusa 6binn BblAeneHbl B CaMOCTOATEeNbHYO rpynny B
1999 r. ¢ uenbo nx aMddepPEHLMPOBKN OT ay TOUMMYHHbIX
3aboneBaHuin. AyToBOCTaNUTESbHbIE 60ME3HW/CUHAPOMBI
(human autoinflammatory diseases, HAIDs) — 310 reTe-
pOreHHaA rpynna PeoKkux reHeTMYeckmx 3aboneBaHum,
KOTOpblE MPOABMAIOTCA HEMPOBOLMPYEMbIMA MPUCTYNa-
MW BOCMANIEHWA, JIMXOPaaKON U KIIMHUYECKON CUMMMTO-
MaTuKOW, CXOXXEN C PEBMATUHECKOW, MpU OTCYTCTBUM
ABHbIX ayTOUMMYHHbIX UM MHGEKLMOHHBIX MPUYMH [8].
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HauvHatoTcA aTM 3aboneBaHvA Yalle B AETCKOM BO3-
pacte. B HacToAwee BpemA, 6narogapA AOCTUXKEHMAM
MOMNEKYNAPHON 6MONorvKM, rEHETUKW, UMMYHOOrMM Mo-
[06Hble 3a60MeBaHNA PacCMaTPUBAIOT Kak OTAESbHYHO
rpynny ayToBOCMaNIMTENbHbLIX 3ab0oneBaHnii, BKIHOYaro-
wyto 21 Hosonornyeckyto cpopmy [9]. Cpean HMX, Kpome
BPOXAEHHbIX MEPUOANHECKUX JIMXOPAA0HHBIX CUHAPO-
MOB, — KOMMJIEMEHT3aBMCUMblE 3abOneBaHnA, rpaHy-
nemarosHble 6onesHu, meTtabonmueckve 3abonesBaHviA,
6onesHu HakonneHua u ap. K Havbonee U3BeCTHbIM ayTo-
BOCNasMTENbHbIM 3a60MeBaHNAM B HacToALlee BpemA
oTHOcAT cneaytowwe [10]:

® KPUOMMPUHACCOLMMPOBaHHBIE CUHAPOMbI;

® CEeMEeVHbIA XONMOAOBOW ayTOBOCTAMUTESbHBIA CYH-

Apowm;

® XPOHWYECKUA WHPAHTUSBHBIA  HEBPOSOMMYECKIIA,

KOXHBI N CYCTaBHOM CUHOPOMBbI;

® 60ne3Hb KpoHa;

® |OBEHWSTbHDBIN NAVONATUHECKUI apTPUT C CUCTEMHBIM

Havasiom;

¢ 6one3Hb CTunna;

® 6one3Hb bexyeTa;

e nogarpy.

CCI aBnAaeTcA, noxanyn, Haubonee ApPKUM Npencra-
BUTENEM ayTOBOCMANMTENbHBLIX 3aboneBaHui. K HacTon-
LeMy BpeMeHM [oKasaHo, 4To npuymHon CCJl ABnAtoT-
cA MyTaumm reHa MEFV, pacnonoXeHHOro Ha KOPOTKOM
nneye 16- xpoMocoMbl. YcTaHoBREHO 6onee 70 myTaumin
reHa MEFV, cnocobHbix BbidbiBatb CCJl. [eH kopmpyeT
6€ernoK MapeHOCTPUH (Opyroe Ha3BaHUe — MUPKWH), KOTO-
pbIA BbINOMHAET (OYHKUMM OOHOMO U3 LEHTparbHbIX pe-
rYNATOPOB BOCMASIMTENIbHON PeakLmn 1 NEPBUHHONO UM-
MYHHOro 0TBeTa. MapeHOCTpUH TOPMO3UT AerpaHynAaumio
HENTPOOUITOB M YTHETAET X aare3viBHble CBOWCTBA, TEM
cambiM 0cnabnAs 1 UHIMBMPYA YPE3MEPHYIO PeaKLMIO UM-
MYHHOW CUCTEMbI. OTO CHUXKAET NOPOT AerpaHynALUmM Hew-
TPOUIOB, HYTO CNOCOBCTBYET PasBUTUIO OCTPLIX BOCMA-
JITENBHBIX PEaKUmii M (POPMUPYET KITMHUHECKYHO KapTUHY
CCIJ1. Kpome TOro, aetbekTbl MapeHOCTpUHa NpuBOAAT
K KackagHbIM MaToforMyeckMM peakunaM B MMMYHHOW
CUCTEME W OpraHM3mMe B LeNOM. 3HAYUTENbHO YMEeHbLUa-
€TCA aKTUBHOCTb MHIMOUTOpPa OOHOMO U3 KOMMOHEHTOB
cuctembl komnnemeHTa — Cha. MNocnegHuin nocteneHHo
HakannMeaeTcA B CEepO3HbIX 060M04Kax, a Npu AoCTw-
>KEHWUWN BBICOKMX KOHLEHTpauui npoBoumpyeT OypHyto
BOCNa/MTENbHYIO peakumio. 3T0 0BCTOATENLCTBO O6b-
AcHAeT onpeneneHHble ceoctea CCJT — npenmylue-
CTBEHHOE MOpadKeHME CEPO3HbIX 0B0MOYEK, a Takxke ne-
PVOAMYHOCTE MPUCTYMOB (ANA HAKOMMEHNA OOCTATOYHbIX
KoHUeHTpaumn C5a HEO6X0AMMO HECKOIBKO MECALIEB).
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Tabnuua 1

MakcumanbHafA pacnpocTpaHeHHOCTb CeMeNHOU cpeAn3eMHOMOPCKON NIUXopaaKum
yacToTa HocutenbcTBa reHa CCJ1 B pa3HbIX 9THUHECKUX rpynnax

STHM4eckme MakcumanbHaA pacnpocTPaHeHHOCTb YacToTa HocuTenbcTBa reHa MEFV
rpynnbi
EBpeun-cechapabl 1:250 1:5;1:8
EBpeun-alwkeHasu 1:73 000 1:135
ApMAHe 1:100 1:4;1:5
Typkn 1:395 1:7
Apabbl 1:100 1:5
Anupemuonorua ncxodA M3 aHanmsa 3aboneBaeMoCTU Cpeayn UTasbsAH-

CCJ1 nopaxkaeT NpenmMyLLEeCTBEHHO obuTatenein cpe-
OM3EMHOMOPCKOIrO pervoHa, a UMEHHO: eBpees-cedap-
0B (cybaTHMYecKan rpyrnna espees, chopM1poBaBLLIan-
cA Ha MpeHencKoM NonyocTPOBE N3 MOTOMKOB MUTpaLmm
nynees BHyTpu PyMckoln umnepum), apmaH, TypoK, ceBe-
poadpprKaHCKMx apaboB, pexke rpekoBs, UtanbAHUEB. B To
e BpemA crydam 3aboreBaHnA OTMEYalOTCA U B ApYrnxX
3THUYECKMX Tpynnax (Hanpumep, cpean eBpeeB-allke-
Haan, KybuHueB, 6enbruiueB), YTO NpenocTeperaeT ot
UCKITIOYEHNA AMarHo3a TOMbKO Ha OCHOBaHWM MPOVCXOX-
OeHunA. locne yCTaHOBMEHWA FEHETUHECKON MPUYMHBI
passuTuA 3abonesaHnA, CCJ1 bbina BKMKOYeHa B Kartasor
«MeHpeneBckoe HacnenosaHue y Yenoseka» (Mendelian
Inheritance of Man, MIM; oHnanH-Bepcna — OMIM) nog
HomepoM 249100. MNMpumepHo y 50% naumMeHToB oTMeYa-
€TCA CeMenHbI aHamHe3 3aboneBaHuA (cpean PoaHbIX
bpaTbeB M cecTep). YCTaHOBMEH ayTOCOMHO-PELECCUB-
HbI TUN HAacNenoBaHWA 6ONe3HN K OCHOBHBLIM KpUTepu-
AM KOTOPOro MOXHO OTHECTM crieaytolume [11-14]:

® ecnim 06a poauTena 340pOoBbI, HO ABMAIOTCA HOCUTE-

JIAIMM NaToNMorM4ecKoro reHa, To pebeHok byaeT 6oneH;

* non 6yayLuero pebeHka He UrpaeT Npu HacnenoBaHMm

HMKaKoW ponu;

® y OIHOV CEMEMHOM Napbl PUCK POXAEHUA BTOPOro pe-

6eHKa C Takom >ke naronormen coctasnaet 25%;

® eCnv NMOCMOTPETb POOOCIIOBHYHO, TO MPOCNEXUBAET-

CA ropM3oHTanbHoe pacrpeaeneHne 60MbHbIX;

® ecnv 605bHbI 06a poamTena, To Bce AeTu GyayT pox-

0aTbCA C TakOW ke NaTonorven;

® ecnu oguH pogutenb 6oneH, a BTOPOW ABNAETCA

HOCUTENEM TakOro reHa, TO BEPOATHOCTb POXAEHUA

6onbHoro pebeHka coctaenaeT 50%.

B mupe 6onee 100 Teic. yenosek ctpagaet CCJl, va-
CTOTa BCTPEYaeMoCTn cocTaBnAeT 1-3 cryyaA Ha Kaxk-
able 10 Tbic. YenoBek. OQHako B paoHax KOMMaKTHOrO
NPOXMBAHNA UL OaHHbIX HaUMOHaUIbHOCTEN 4YactoTa
3abonesaemocTu gocturaeT 1:5-7. HekoTopble aBTopbl,
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ues, amurpypoBaswmx B CLUA, Takke BKIOYAIOT U
UTanbAHUEB B rpynny pucka passutna CCJ1. Ha Tabn. 1
npeactaeneHa 4actotra BcTpedaemoctn CCJ1 m reHa
MEFV cpeov nvu, AaHHbIX STHUHECKUX rpynn.

KrnuHuyeckasa kapTuHa

Ha4ano 3a6onesaHnA 06bI4HO NPUXOAUTCA Ha nep-
Bble ABe geKafbl XXN3HW, od4eHb peagko CCJl HaumHa-
eTcA B Bo3dpacTe cTtapwe 30 net. [Ana 3aboneBaHnA
XapakTepHbl NeprMoapbl BHE3arHbIX aTak i PEMUCCUN.
MHTepBanbl Mexay atakamu MOryT COCTaBfATb AHU,
a MoryT — roabl, Hanbonee xapakTepHbl HTEpBarbl
onutenbHocTblo 3-5 Hep. lMpucTyn 06bIMHO ANUTCA
oT 48 go 72 4. lNMposounpyrowmmMmn hakTopamm Mo-
ryT 6blTb CTpeccoBble cuTyauun, usmdeckoe mne-
peHanpaXXeHne, MHTOKCMKAaUMM pasfN4yHOro reHesa
(MHbeKUMOHHbIE 3aboneBanHnA, nNuweBaA WM Hap-
KOTU4ecKaa TOKCUKOMH(pEeKUMA), XOTA yalle BCero
YCTaHOBUTb TakoBble He ygaeTcA. [Natomopdonoru-
yeckasa cywHOCTb 3aboneBaHMA — acenTuyeckoe
BOCManeHne ceposHblx obonoyek (6prowwunHbI, nneBs-
pbl, CUHOBManbHbIX 0OOMOYEK), WHOrAa CEepO3HbIN
BbIMOT. Vicxogom npucTyna ABnAeTcA nonHoe obpar-
HOe pa3BUTUE CUMMTOMATUKN, B T.4. aCENTUYECKOrO
BOCManeHna cepo3Hbix obonoyek. B 3aBucumocTn ot
npeobnanaHvA npoAsneHun 3abonesaHnA, BblOoeNna-
10T NMXOPaAoyHbIN, abaoMUHANBHBIA, TOpaKasbHbIN
1 cycTtaBHOW BapuaHTbl TedenmAa CCJ1 [15-18].

JlnxopanoyHbivi cyuHApom HabnopaeTca y Bcex 6onb-
Hbix CCJ1 — 6e3 Hero AmMarHo3 He MOXET CHUTaTbCcA
[OCTOBepHbIM. Jluxopagka pasBmBaeTCcA BHE3arnHo
1 JOCTUraeT MakcumarbHbIX umdp (8o 40°C). MpucTynbl
HarnoMVHalOT ManApWHbIE, HEPEOKO COMPOBOXAAKTCA
03HOB0OM. JInxopaaka Bo3HMKaeT 06bl4HO B Havarne 6o-
Ne3HW, 3aTeM MOXET MOMHOCTBIO NCHE3HYTb NMPU CoXpa-
HEHWUM ApyrX CUMITOMOB. HEKOTOpbIE aBTOPbI AOMyCKa-
toT passuTtne CCJ1 ¢ 0gHUM NPU3HAKOM — JIMXOPALKON.
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Tabnuua 2

AunarHocTuyeckue Kputepmmn cemenHom cpean3eMHOMOPCKON nuxopaaku [19]

OcHoBHble (bonblumne)

Manble

1. PeunamBunpytolian nuxopagka c apTputom unu ceposmtom 1. Peunausmpyrowime atakum nuxopanku

2. AA-amnnongos B OTCYTCTBUM OAPYrnx npegnonaratowmx

dakTopoB
3. MNonoxkuTtenbHbl 3OHEKT NeYeHNA KONXULMHOM

2. QpuaunenongononobHan chinb

3. Cnyyau CCJl cpean poaocTBEHHMKOB
nepBon CTENeHn poacTea

OnpepeneHHbI anarHoa: 2 60nbwmx Kputepra unm 1 601bLwon 1 2 manbiX Kputepua

BepoATHbI gnarHos: 1 6onbwon n 1 Manbii Kputepum

AbgomuHarnbHbIi BapuaHT HabnogaetcA B 80,4—
91% Bcex cnyyaes. Hanbonee 4yacTbin BapuaHT pas-
BUTUA 3aboneBaHuA. KnuHWYECKoe MpoABfeHne —
BO3BpaTHbIA acenTuieckui neputoHutT. OTmevaeT-
CA KMMHMYEeCcKaA KapTuHa OCTPOro >meoTa (OYeHb
cvunbHaA 60nb B XKMBOTE, HamoMuHaloWaA OCTPbIN
anneHanuuT, XONeumucTuT WU HEMNpOXOAMMOCTb Ku-
weyHuka). Cumntomatmka pnutcAa 3-4 gHA. [lpwu
onepaTUBHOM BMeLLaTeNnbCTBe 0OHapPY>XMBaOT NALLb
NPY3HaKN NOBEPXHOCTHOIO CEPO3HOMO NEPUTOHMTA.

TopakanbHbivi BapnaHT CCJ1 npoABnAeTcA acenTu-
YECKMM MNEBPUTOM, pexe NnepukapauToM, Hepeako
OHW co4deTalTcA Mexay cobon. Y 60MbLHOro passu-
BalOTCA cunbHaA 6onb B GOKY, 3arpyavHHble 60nu.
Mpn ynbTpasBykoBOM WUCCNeAoBaHUM — YTOMLWEHME
nneBpbl, NepUKapaa Uy BbINOT B HUX; HA 3NEKTpo-
Kapgmnorpamme — BbICOKWUA MHTepBan ST. Bce npu-
3HaKu 060CTpeHuA 60Me3HM CMOHTAHHO MCYe3aloT
yepes3 3-7 gHen. TopakanbHbIM BapuaHT OTMEYEH y
30% 6onbHbIX CCJ1, cpean eBpeeB U TypoK vacTtoTa
TopaKalibHOro BapmnaHTa gocturaet 60%.

YacToTa pasBuTuA CyCTaBHOrO BapvaHTa [OCTU-
raet 30-80%. KnuHuyeckue npoAsBneHua: apTpan-
rmM, MOHO-/ONUIroapTPUT, PELNANBUPYIOLLNA CUHOBUT.
Yauwe nopaxarTcA rofieHOCTOMNHbIE U KOMEHHbIE Cy-
ctaBbl. CycTaBHble aTaku NEPEHOCATCA Nervye, Yem
NpucTynbl a6 40MUHANBHOMO U TOpaKasibHOro BapuaH-
ToB CCJl; HepenKo OHM NpoTeKatoT NPy HOpMarbHOM
Temneparype Tena.

B rpagauun cumntomoB CCJl BbIZENAOT 1 Tak Ha-
3bIBaeMbl€ HEMOCTOAHHBbIE MPU3HAKMW:

e aypa (npogpoma) oTmeyvaeTcA y 38-50% 6o0nb-

HbIX CCJ1: pasapaXXuTenbHOCTb, FONOBOKPY>XEHUE,

NU3MeHeHue BKyca U T.4.;

® MWanrvA: CNOHTaHHAaA, MHAYUMPOBaHHaA hnsu-

YEeCKOW Harpyskon, 3ataxHaa debpunbHan; co-

NPOBOXAAEeTCA 3HTEe3nTaMu;

©OCTPbIAOPXMT NOpaXkaeToT 3 4025% ManbyYnKoB,
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60nbHbIX CCJI: 3nM3oabl O4AHOCTOPOHHEro 60nes-

HEHHOro oTeKa MOLUOHKU U UCYe3HoBeHne 6onu

yepes 10-12 y (MoOXeT pa3BuTbcA 6ecnnogme);

® ronosHble 60nn: MUrpeHenoAobHbIe NPUCTYIbI.

Hanbonblee npumeHeHWe noayyYnnn guarHocTu-
yeckue Kputepun Tenb-Xawomepa (Tabn. 2) [19].

Takum 06pa3omM, MOXHO BblAENUTb crneayowme
npu3Hakn, Hambonee xapaktepHble ana CCJI:

® XPOHMYECKOE peumanBmpytoLLee TeYeHne;

® TAXENoe COCTOAHWE BO BPEMA NPUCTyNa u oLLy-

LLIeHWe NOMHOro 340POBbA NPU PEMUCCUN;

® CXOXECTb NPUCTYNOB, pasnuyarowmnxcA b no

TAXECTW U ONIMTENbHOCTU U HE OCTaBNAOWMX aHa-

TOMUYECKNX N3MEHEHUI;

® BbicOKaA YacTtoTa pa3sntuAa AA-ammnongosa 30-

40%) € ncxoaoM B MOYEYHYO HEAOCTATOYHOCTb.

CoBpemeHHble noaxoabl K siedeHuto CCJ1

o 70-x rogoB npoLLnoro Beka npoBoAUIIoCh TOSbKO
CYMNTOMaTU4ECKOe neveHne. 3Haummoro acpdekTa ot
nprema HecTeponaHbIX MPOTUBOBOCNANMUTESLHbLIX Mpe-
naparoB, [MIOKOKOPTUKOCTEPOMAOB HEe OTMeYvasoch.
AdhdekTnBHOCTL KonxuumHa npu CCJ1 yctaHosun S.
Goldfinger B 1972 . [20]. B HacToAwWee BpemA, OCHO-
BblBaACb Ha KoHceHcyce no BegeHnto u nevenmio CCJ,
yTBep>XaeHHomy B 2007 1. [21], KONXMUWH NPU3HaH eanH-
CTBEHHbIM odmumanbHbiM, 6e3onacHeiM 1 3ddeKTmB-
HbIM MpenapaToMm AnA ANUTENbHOW Tepanuu, npodu-
NaKTUKWU Kak NPUCTYNOB, Tak U pasBuTUA aMunonaosa
noYveK y B3pocnbix U aeten, 6onbHbix CCJ1. MexaHuawm
fevictemA konxuumHa npy CCJ1 oo KoHua He yCTaHoB-
neH. CuntaeTcA, YTO KONMXULMH TOPMO3UT XEMOTaKCUC
NENKOUNTOB, CHMKAET UX CMOCOBHOCTb K MpoAyKUum
LUMTOKUHOB M NpOoCTaHOMAoB. JleyebHbii adhdpekT Kon-
XMUMHA NpU amMmionao3e CBA3bIBAIOT C €r0 aHTMOKCU-
JaHTHbIMWU CBOWCTBaMW, TOPMOXEHMEM aKTMBHOCTU
[epuBaToB Cyrnepokcuaa, MHrMbupoBaHnem TpaHcrop-
Ta KomnnareHa BO BHEKJIETOMHOE MPOCTPaHCTBO, YTO

https://doi.org/10.17816/clinpract101101-107



KNMHUYECKUIN CNYYAN

CNoco6CTBYET YMEHBLLIEHUIO MEPUTOHEaNbHbIX cha-
€K, NpefoTBpaLLEHMIO Pa3BUTUA MEXAHNYECKNX MPU-
YMH UHTECTUHAIIbHOM HenpoxoauMocTn u 6ecnno-
ONA Y XXEHWWH. ONnTenbHbIN Npyem KonxmumHa npu
CCJl cnocobcTByeT nonHow pemuccun y 60-75%, He-
MOSTHOW PEMMUCCUM (3HAYUTENBHOE CHMXKEHWE 4acTo-
Tbl MPUCTYMOB MNN pemMmnccua ogHoOro cumnToma) —
y 10-30% naumeHToB. Y 5% 60nbHbIX HabnwopaeT-
CA Pe3UCTEHTHOCTb K MpenapaTy: COXpaHeHue 4a-
CTOTbI NPUCTYNOB =1 B TeyeHue 3 Mec, faxe npu
YCIOBMM NMpUeMa BbICOKON A03bl =2 Mr/aeHb [22].
B 6onbwMHCTBE cry4yaeB KONXWUWH npenoTspa-
waeT pas3BUTME CUCTEMHOro amwunoupgosa. Pery-
NAPHBIA MPUEM KOMXULMHA MoKas3aH MOXWU3HEHHO
BceM 6onbHbiM CCJl1 co gHA ycTaHOBRNeHWA Aua-
rHo3a. OTBeTHaA peakuua Ha KONXWUWH (HadymMHaA
¢ 1 mr/cyT B TeyeHne 6 mec) cunTaeTcA TpeTbUM
atanom pguarHoctukm CCJ1 [23]. ¥V 6onblwunHCTBA
6onbHbIX CCJ1 npepblBaHMe NeYeHusa KONXUUUHOM
06bl4HO conpoBoxpaaeTcA obocTpeHnem 60nes3Hu
1 BO306HOBNEHMEM NpUcTynoB. B nocnegHue roabl
BCE LUMpPE NPUMEHAIOTCA FeHHO-UHXEHepHble 6uo-
nornyeckume npenapatbl. Mpyn nedeHun CCJ1 6binn
NONbITKWU NPUMEHEHUA NpenapaToB, 6MOKNPYIOLUMX
dyHKUMKN MHTepnenkmHa 1 (aHakunHpa) u akTopa
Hekpo3a onyxonu anbda (MHpnmkcnmab). bbin oT-
MEYEH MONIOXKNTENbHBIN 3PEKT yKasaHHbIX npe-
napatoB, 0O4HAKO BCeraa NoaYepKuUBanoch, YTO OHU
He 3aMeHAIOT Tepanuio KONXULMHOM.

KNMUHUWYECKUW NPUMEP

O nauueHTe

MauweHTka A., 61 roa, apmAHka. >Xanobbl npu
NOCTYMN/eHUn Ha obLyto crnabocTb, aNU3oabl NTNXO-
panku no 38°C, 6011 B KONEHHbIX Y TONEHOCTOMHbIX
cycTaBax, YMEpPEHHYI0 OAbIWKy npu husnyeckon
Harpy3ke. [lepBble nNpusHaku 3aboneBaHuA OTMe-
yana c 20-neTHero Bo3pacTa, Korga MoABUIUCH
CUnbHble 6onn un npunyxaHune 060MX KONEHHbIX Ccy-
cTaBoB. [MpucTtynel npogomkanucb 3—4 gHA u non-
HOCTBIO CaMOCTOATENIbHO uc4de3anu. Jlnxopagka,
no yTBEepPXAeHW0 60NbHOW, NPUCOeanHUIach Tosb-
KO Yyepes 5 neT oT Havana 3abonesaHuA. lNpucoe-
OVHUANCH OCTPble apTPUTbl FONEHOCTOMHbIX CycTa-
BOB. [lpucTynbl 60NE€3HU CTanM CONpPOBOXAATbCA
CUNbHBbIMK 60NAMM B FTPYAHON KNETKE U OAbILLKOWN.
Bce npoaBneHna 3abonesaHnA 06bIYHO MNOMHOCTLIO
ncyesanu B TedeHue 4-6 gHen. B aHannsax Kposu
BbIABAANN TONbkKO yckopeHne COD go 40-45 mm/u.
Mpyem HecTepouaHbiX MPOTUBOBOCMANMMUTENbHBIX
npenaparoB NpakTUYEeCKU He oKasbiBan addekTa.
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dusnkanbHaAa AMarHocTukKa

[Mpu nNocTynneHnnM COCTOAHME CPpenHen TAXECTW.
AcTeHu4eckoro TenocnoxeHua. Temnepatypa 38,3°C.
bnepgHaa. B nerkux gbixaHme Be3NKynApHOe, NOBEPX-
HOCTHOE, MPOBOAUTCA BO BCE OTAENbl, XPUMOB HET,
yactoTa AblXaTeNbHbIX ABUXEHUA — 25/MWH. TOHbI
cepoua npurmyLleHbl, pUTM NpaBWUsbHbIN, YacToTa
cepAeyHbIX CokpalleHun — 84/MuH. ApTepuanbHoe
nasnerHne — 140/90 mm pT.CT. XKMBOT MArkun, 6€360-
ne3HeHHbIN. MNeYeHb yBenuyeHa — +2 CM, ceneseHka
yBenuyeHa. Ctyn — 3anopbl. usypum HeT. [NoTHbIA
OTEK rofieHen.

JlabopaTopHble AaHHble

JlenkounTbl: 20,1-10°%remornobuH 6,7 r/an, cko-
pocTb ocefaHuA sputpoumtoB 60 Mm/4, C-peakTumB-
Hbln 6enok 100,0 mr/n, kKpeaTnHuH 202 MKMONbL/N,
MoyeBMHa 19,7 MMONb/N,  aHTUMHyKNeapHble aHTu-
Tena — oTpuuaTenbHble. PeBmaTongHbin akTop
55,84 ME/mn. KnuHudeckuin aHanua moun: 6enok
0,25-0,30 r/n, NerKouunTbl: eAMHUYHbIE B Npernapare;
apuTpounTbl 5-10 B Nnone 3peHunA. KonuyecTtso 6enka
B 171 Moum 0,160 .

UHcTpymeHTanbHaA AnarHocTuka

YnbTpassykoBoe nccnegosanue (Y3W) noyek: npu-
3HaKW NuenoakTasum obenx noyek. Koptukomeayn-
nAapHaa gndpdepeHumnauma nodek cnabo BbipadkeHa.
Oxokapanorpadua: yniaoTHEHME 1 cenapauma fncT-
KOB nepukapga (4o 4 5 Mm), B OCHOBHOM CO CTOPOHbI
npasbIX OTAenoB ceppua. Hebonblioe KoOMM4ecTBO
>XXNOKOCTMW B NOnocTu nepmnkapaa. Y3W nnespanbHbiX
NnosnocTen: B IeBOM NsieBpasibHOM CMHyce cBoboaHanA
XXNOKOCTb C MakCumanbHOM TonwmHomn cnoa 0,45 cwm;
crnpaBa — €BO6OAHaA >XXUAKOCTb C MaKCMMAaslbHbI-
MU pasmepamun 2,9-2,6-5,4 cM, cpegHen TOsMLWMHON
cnoAa 1,5 cm. MNaTonoroaHaToMNYECKOE 3aKnioyeHne
6MonNcun CNU3NUCTON OOONMOYKN MPAMON KULLKK (Ye-
Thlpe oparmeHTa CM3MCTON 060M0YKM NPAMON KULL-
Kn): BO BCeX dhparMeHTax B COeANHUTENbHOTKAHHON
CTPOME MO XOAY KOMfareHOBbIX BOSIOKOH M B CTEHKax
COCyOO0B onpefenAeTcA NonoxXunTesibHaaA peakuma Ha
amunoua.

[eHeTU4YecKoe uccrnengoBaHue

MposeneHo uccneposaHme [OHK c¢ uenbio nowuc-
Ka xapakTtepHbix ana CCJl1 myTtaumin. B pesynbtate
cekBeHupoBaHua 10-ro ak3oHa reHa MEFV obHapy-
xeHa mytaumAa M694V B roMO3MroTHOM COCTOAHUMN.
[eHeTnYecknin aHann3 NONMHOCTBLIO MOATBEPAWN Ana-
rHo3 CCIJ1.
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Puc. MNaunentka A., 61 roa: passutme KNMHUYECKUX Npo-
ABJIEHUIA CEMENHOM CPean3eMHOMOPCKON NMXopaaKu

AHaMHe3 3a60/1eBaHUA
1970 1990 2010 2011

++ + +
+ + +

oAbl
CUMNTOMBI

Apmpumbi KosIeHHbIX
cycmagos 1-2 cym

Apmpumbi 2o1eHocm
cycmasos 1-2 cym.

Jluxopadka
¢ o3Ho6amu, 38-40°C

lMpucmynsbi 00blWwKU
u 6osieli 8 2py0d.KA.

=
S

AMu10ud03 (no dan-
HbIM 6UONCUU CAU3NUCTOMN
NPAMOM KULUIKM)

ICO:—) ; Hg l

Ha puc. B XpoHomnornyeckoM nopanake npeacras-
NEHO pasBUTUE OCHOBHBLIX MPU3HAKOB KIIMHWUYECKOIA
KapTuHbl 3aboneBaHnA: NpUCTynoobpasHoCTb, Bbl-
COKUe nabopaTopHble Nnokasartenu BOCManeHus npu
oyepenHol aTake, No3Hee pa3BuTe amMmuonaosa.

MNpepBapuTenbHbI AUArHo3

JInxopanka HeACHOro reHesa.

Obcyxpanace BO3MOXHOCTb NapaHeomnacTuye-
ckoro cuHpgpoma. OgHako aHanu3 pasBuTvA 3a60-
neBaHuA, a UMEHHO MNPUCTYNo0bpas3HOCTb, MOSIHOE
obpaTHOe pas3BUTUE CUMMNTOMATUKN, OTCYTCTBME
N3MEHEHUN Kak NnabopaTopHbIX AaHHbIX, Tak U Mpu
WHCTPYMEHTaNbHOM (PEHTreHONMorMyeckoMm, ynbTpa-
3BYKOBOM) o6cnenoBaHuv, a TakXke HauMoHarnbHaA
NPVHaANEXHOCTb NauneHTKW, Aann OCHOBaHWe AnA
MOCTAHOBKU KNuHmn4eckoro amnarHo3a CCJl. [narHo3s
6b1n1 NOATBEPXXAEH NOCPEACTBOM BbIABIEHNA amMUIIO-
nao3a u NonoXUTENbHbIMU pedynbTaTaMy reHeTude-
CKOrO NCcrenoBaHuA.

SAKJMIOYEHUE

MpenctaBnAA [OaHHbI KIMHUYECKUIA CnyYai, Mbl
cyMTaem Heob6xoAMMbIM HANOMHUTL 06 3TOM FPO3HOM
N He CTOMb peakoMm 3aboneBaHWvM B Hallel MHOro-
HaumMoHanbHOM cTpaHe. Ha npoTAXeHun BEeKOB Mpo-
UCXOAMITO CMELLEHNE 3THOCOB, B pe3ynbTaTte 4ero
B HacToALlee BpeMA MOXHO BCTpeTuTb 60nbHoro CCJl
B CaMbIX OTAaneHHbIX yronikax cTpaHbl. [Mo-npex-
HeMy BCTpeYalTCA Crlydam HeobOCHOBAHHOMO Xu-
pyprnyeckoro BMmellaTenscTea npu abaoMmHanbHOM
n TopakanoHom BapuaHTax CCJl. OTkpbiTMe achdek-
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TUBHOCTM KONXUUMHA B NPeaynpexXaeHun npmucTynos
6onesHn wu, rnaBHOe, MpefoTBpalleHUN pasBUTUA
ammnonaosa KOpeHHbIM 06pa3oM N3MEHWSO TeYEHMe
N nporHo3d 3aboneBaHuA. NoAaBnaeTcA Bce 6onblue
AaHHbIX O MPYMEHEHWN TEHHO-MHXXEHEPHbIX Bronoru-
Yyeckux npenapatos B fiedeHun CCJl, Taknx Kak UHrn-
6uTopbl (hakTopa HeKpo3a onyxonu (MHGMKeumao),
NHIMOUTOPbI MHTepnenkuHa 1 (aHakuHpa). OgHako
cnegyeT NOMHUTb, YTO 3TU NpenapaThbl Wb AOMNOS-
HAIOT NleYeHne, Tak KaK TOMbKO KOMXWUMH NpegoT-
BpallaeT CToMb rpo3Hoe 1 4Yactoe ocnoxHeHue CCJl,
Kak aMmunonaos.
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