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Pesome

[lnarHoctrka y3enkoBoro nonvaptepumnta (Y1) Hepenko NpeacTaBnAeT onpefefieHHble TPYAHOCTY, UTO CBA3AHO C Hecnell-
NOUUHOCTBIO HauabHbBIX CUMMTOMOB, MOMMOPPUIMOM KIIMHUYECKUX NPOABNEHUI, OTCYTCTBMEM CReLnduueckmx nabopa-
TOPHbIX MapKEPOB.

OCHOBOW [iarH03a CNyXWUT NPeX e BCEro KMHMYeCckasa KapTuHa, KoTopasa CTaHOBUTCA OUYEBMAHOW Ha NPOTAXKEHWN NEPBbIX
Tpex MecaLeB 6one3Hu. OTCyTCTBME Pa3BEPHYTOMN KIUHUYECKOW KaPTHHBI HE UCKITIOYAET Hanuvie yY3eIKOBOro NoNMapTepumTa,
OH MOXeT ObITb 06YCNIOBNEH CONYTCTBYIOLLE NaToNoruei, B AaHHOM Cllydae nepuoanyeckoit bonestoto (M6).

CornacHo nuTepatypHbIM AaHHbIM, YIT gocToBepHo accounnpyetca ¢ Mb. PacnpoctpaHenHocTs YT cpeav 6onbHbix ¢ M6
0Kon10 1%, @ pacnpoCcTpaHeHHOCTb B 06Luelt nonynalmum coctaenaeT 6 Ha 100 000. BospacT avarHocTvposaHua Y npu accoum-
auun YN-Mb monoxe, yem npu otaensHom Y. ViHTepeceH dakT, uto npu accoumaumnm Mb-YI, neyeHue rioKOKOPTUKOUAHBIMM
npenaparamu B COYETaHMN C KONXULMHOM AAN0 NONOXUTENbHbIA Pe3yNnsTaT v PEMUCCHIO.

KnioueBble cnosa: y3eﬂKOBbH7I nonnapTepunT, nepnognyeckan 6OJ'Ie3Hb, cemeliHada Cpean3eMHOMOpPCKanA NMXopadka, Cn-
CTEMHbIN HerOTM3MpyDUJMM BacCKynuT, ayTOBOCI’IaJ’IMTeJ’IbeM CMHAPOM

KoHbNMKT mHTEpecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBUM KOHGNVKTA MHTEPECOB.
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Summary

There are certain difficulties with diagnosing of poliarteritis nodoza, that is explained by the folllowung factors: non-specificity
of the initial symptoms, polymorphism of clinical manifestations, the abcence of specific laboratory markers.

The diagnosis is made primarily on the basis of the clinical picture, that becomes apparent during the first three months of
iliness. The abcence of a detailed clinical picture does not exclude the presense of poliarteritis nodoza. It may be explained
by the concomitant pathology, in this case periodic illness (familian mediterranean fever).

Due to medical literature data, poliarteritis nodoza is surely associated with periodic illness. The prevalence of poliarteritis
nodoza in general population is about 6 on 100000 people.The prevalence of poliarteritis nodoza among the patients suffering
from periodic illness is 1%. The patients when they are diagnosed polyarteritis nodosa in association with periodic illness are
younger than the patients when they are diagnosed only polyarteritis nodosa. It turned out to be interesting that the treatment
of patients with polyarteritis nodosa in association with periodicillness through glucocorticoid drugs in the combination with
colchicines proved to be successful and resulted in remission.

Keywords: polyarteritis nodosa, periodic iliness; familian mediterranean fever, systemic necrotizing vasculitis, autoinflammatory

syndrome
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AKTyanbHoOCTb

YsenkoBbiit monuaprepuut (YII) - aTo cucteMHbIN
HEKPOTU3VPYIOMINIT BACKY/INT II0 TUITY CETMEHTapHOTO
IOpa)keHU I apTePUIl ME/IKOTO M CpeHero Kannbpa
c 06pasoBaHMeM aHEBPU3MATIYECKUX BBITAIMBAHUIL,
ocobeHHO B obmacTu 6udypKanuu cocymos, TpomMb0o-
30M, Pa3pbIBOM aHEBPU3M C KPOBOTeUeHNEM, MHPAp-
KTOM IOpa’KeHHBIX OPTaHOB U TKaHel. JInuTenbHoe
TedeHVe BOBIEKAaeT B IIPOIeCC COCYABI BCETO Opra-
HII3Ma, BBI3bIBa s IIOPaKeH e 0YeK, CEPAIIa, CyCTABOB,
KO, HEPBHOI CUCTEMBI, KeNTy0YHO-KUIIEeYHOTO
TpakTa [6, 2].

Knununueckasa kapruna YII ornnvaercsa sHauu-
TeJIbHBIM MONMMMOPGU3MOM: IINPOKO BapbUpyeT OT
BOBJIEYEHM A OJJHOTO OpTaHa (Halpumep, KOXu) 10
(yTPMMHAHTHO NPOTEKAOIEr0 MOTMCUHAPOMHOTO
3aboneBanus [4, 5]. Heo6XxognMoCTh paHHe MarHo-
CTUKM IIPOAUKTOBAHA IIOTPEOHOCTDIO B arPeCCUBHOIN
TepaInuy 0 pa3BUTHA MOPAXKEHN A KI3HEHHO Ba>KHBIX
opraHos [4]. lnarHoctuka YII Hepenko npeacTaBiieT

oIpefie/IecHHbIe TPYJHOCTH, YTO CBA3aHO C HeCIIell-
UPUIHOCTPIO HAYAIbHBIX CUMIITOMOB, IONMMOP-
$M3MOM KIMHMYECKUX NPOABICHMIA, OTCYTCTBUEM
crieuduyecKX 1a60paTOpHBIX MapkepoB. OCHOBOI!
AMAaTHO3a CITY>KUT IPeXKie BCETo KIMHIYecKast KapTi-
Ha, KOTOpas CTAHOBUTCS OYEBVMITHO Ha IIPOTSKEHUU
IIepBBIX TPex MecsleB 60me3Hn [3].

B 1990 ropy B >)xypHame AMEpPMKaHCKOTO KOJIE[Ka
peBmaromoros “Arthritis & Rheumatism” 6s11n omy-
61uKoBaHbI KIaccupukanuonnsle kputepun YII: mo-
TepsI MACcCHI TeJIa C MOMeHTa Hada/la 3abo/eBaHs1 6oree
yeM Ha 4 KT, He CBA3aHHas1 C 0COOCHHOCTAMY IUTaHMS,
ceTyaToe IMBeN0, 60/b VIV 60Ne3HeHHOCTD B 06/1aCTH
SAMYeK, He CBA3aHHAA C MH(EKLVOHHBIM ITIOpa)keHNeM
VUTH TPaBMOJT, MMA/IT U, CTABOCTD 1M 60/Ie3HEHHOCTD
B MBILIIAX HVDKHUX KOHeYHOCTel, fuddysHbie Mu-
anruu (MCKII04as IIedeBoll MOsAC UIN MOSICHUYHYIO
0671acTh), MOHOHEBPUT MU IOMMHEBPOIATHA, apTe-
pManbHasAg TUIEPTEH3MA C yPOBHEM AMACTONNYECKOTO
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maBieHus 6ormee 90 MM pT. CT. VI3MeHeHUsA 6MOXMMU-
YecKUX II0KasaTeseil KpOBU-MOUeBMHa 6oree 40 Mr/
[T WM KpeaTVHMH 6ojee 15 MI/aJI, 4TO He CBA3aHO
C merMpapaTanyeii Wiy HapyleHeM BbIJieTIeHI A MOYM,
npucyTcrBue HBsSAg vnm aHTUTEN K BUPYCY remaTuTa
B B chIBOpOTKe KpoBML. VI3 aHTMOrpadmyecKux napame-
TPOB IMArHOCTMYECKOE 3HAUEHME IMEIOT: aHEBPU3MBI,
CTEHO3BI M/IM OKK/TIO3MM MEKMX 1 (M/IM) CPeHUX ap-
Tepuit, He CBA3aHHbIe C POPOMBbILIIEYHON ANCIITa3Mel
VIV {PYTUIMY HEBOCTIATUTE/IbHBIMM COCTOSAHUAMM. V3
naToMOp(ONTOTNYEeCKMX TTOKa3aTesieil UMEIOT 3Have-
HIe TPaHY/IOLIUTHI B CTEHKe apTepMuil, 00Hapy>KeHHbIe
B 6MoITaTe KOXKHO-MBIIIEYHOTO T0CKyTa. Hammuane
Tpex 1 60o7ee MOoObIX KPUTEPHUEB I03BOJIAET IOCTABUTh
nuarHos YII ¢ uyBcTBUTENnbHOCTDIO 82,2% M crienu-
¢uaHOCTBIO 86,6% [8].

CeMeitHaA cpefj3eMHOMOpPCKasA MMXOpagKa/Ie-
puopndeckas 6omesus (I16) (Familial Mediterranean
Fever - FMF) — Hac/ieZicTBEHHOE MOHOTE€HHOE 3a00-
7ieBaHMe C ayTOCOMHO-PeleCCUBHBIM MEXaHI3MOM
nepefiaun, KOTOPO€ XapaKTepU3yeTCsl CIOHTAHHBIMU
BO3BPAaTHBIMM NPUCTYHNAMU TUXOPAJKN U aCENTHYE-
CKMM BOCIIa/IeHM€M CEPO3HBIX 060/1049eK—II0NCepPO-
3MTOB: IEPUTOHMNTA, IITIEBPUTA, CMHOBUTOB. OCHOBHOE
u Haubosee TAXKeNoe ero OC/I0XKHEeHVe—CUCTEMHBIN
aMMIONZO03, B YaCTHOCTH, aMUIOUAHAS HepomaTus,
C IpoTpeccupyollell XpOHMYECKON IIOYEYHOI He-
poctatogHOCThI0 (XITH) mpy OTCYTCTBUM TT€YEHUA.
Bropoe ocnoxxHenue I15 - criaeuHast 6071e3Hb, HEPEKO
C Pa3BUTHEM TOHKOKMIIEYHOV HEITPOXOAMMOCTY UMK
6ecrmopus [1]. ITB - Hanboree pacIpoCTpaHEeHHBIII ay-
TOBOCHA/NNTE/NbHBI CUHIPOM IreTePOTreHHO TPy b
PeNKMX HacTIeICTBEHHbIX IEPUOANIECKUX TUXOPATIOK
(Hereditary Periodic Fever Syndromes), /151 KOTOpbIX

MaTepunan n metopbl

ITanuent A.X., 19 n1eT, nepeBefieH B OTHe/IeHNE Te-
panuu llenTpanbpHoro knmHmyeckoro l'ocnuransa
13 PerMOHAa/IbHOTO TOCMNUTAJIA C NPeJIoIaraeMbIM
nuarHo3oM «OCTphIll TYOyTOMHTEPCTUIIATbHbII
Hedput». [Ipy noctynnenun xaaosancs Ha 601u
U olyuieHne A1ckoMdopTa B MOACHUYHOI 061acTy,
CpeJHUX OTJe/IaX )XMBOTA, IPeNMYIeCTBEHHO C/IeBa,
Ha 001y C71ab0CTh, OTCYTCTBYE AIIIETUTA, CYCTAB-
Hbl€ U MbIIIeYHbIE OOTIN.

3aboneBaHue Ha4an0Ch 0Kono 20-25 mHelt Hasaz
HOC/Ie TIEPEHECEHHOI TPOCTYABI (0 MHEHMIO TTally-
eHTa) ¢ 60seil B SIUracTpanbHOI 06/1aCcTH, IEBOM Me-
30TacTpUH, 1€BOI MOACHUYHON ob6mactu, 6011 He co-
IIPOBOXK/A/IMCh TOIHOTOM, PBOTOI, HE MMENN YETKOMN
CBSI3M C IPUEMOM MMM, YCUIMBATUCh IPY ITyOOKOM
ObIXaHUU, MALIMEHT OTMEeYasl TaK>ke 601U B 1IEBOM
KOJICHHOM M1 JIEBOM I'OJICHOCTOIIHOM CyCTaBax, 0e3
mebuUrypauym u orpaHN4eHM A JBYDKEHNIT B CyCTaBaX.

ITo moBoAYy >ka106 B pernMOHATbHOM Me[IyHKTe
IOJTy4aJl IPOTMBOBOCIIANINTEIbHYIO TEPAIINIO, B CBA3U
C pasBUBIIMMCS 3aII0POM U B3LYTHEM XXMBOTa Obla
NIpoM3BeleHa OUYMCTUTENbHASA KAN3Ma, II0C/Ie YeTo
COCTOsAHYMeE 60/IPHOTO 3HAUNTETBHO YIYYIINIOCH, Y OH
BBIIUCAJICA C COOTBETCTBYIOIIMMU PEKOMEHJAL M AMMA.
Yepes 2-3 gH: 1OC/Ie BBIIMCKY Ha JIaTepalbHBIX IO-
BEPXHOCTAX HVDKHUX KOHEYHOCTel, IpeMMYLeCTBEeH-
HO CIIpaBa, I0sABU/IACh HEBbIPA’KeHHA I MEIKOTOYEYHA

06LIMM ABIAETCs PasBUTIE CIIOHTAHHOTO BOCIIAIU-
Te/IHOTO IIpollecca IpY OTCYTCTBUM KaKOro-Iubo
SABHOTO ayTOMMMYHHOTO MM MHQEKLMOHHOTO Hpu-
yHHOTO dakTopa. I1B, Mo cymecTBy, cunTaeTCA Ipo-
TOTUIIOM 3TUX 60sesue 7, 9].

ITb 60/e0T B OCHOBHOM IIPeCTaBUTENN MO Y/IA-
LMl CpefuI3eMHOMOPCKOTO IIPOUCXOXK/IEHN: eBPeN-
cedapnpl (pexe eBpen-aliKeHasy U JPy3bl), apadsl,
apMsAHe, TYPKM C MaKCMMaJIbHOM paclpoCTpaHeHHO-
cTbI0 6071e3HM, Konebmomierics B mpefenax 1:100-1:400.
Yacrora HocuTenbcrBa MyTanmii reHallb - MEFV Batux
HONY/IALMAX 3HAYUTENLHO BapbypyeT (eBpen-cedapybl —
1:5, apabs1 — 1:16, apmstre — 1:4-5, Typku — 1:5). Bone3Hb
BCTpeYaeTCs TAK)Ke B APYTUX 3Ha4MMbIX 11o 15 aTHMye-
CKVIX I'PYIIIaX, BK/II0Yas TPEKOB, KUIIPUOTOB, UTA/IbAH-
1IeB, MCIIAHLIEB, BC/IEACTBYE MHOTOBEKOBBIX KOHTAKTOB
3TMX HapoH#oB, Hacemsowux CpegrseMHoMopse [8].
Bymyun ucropudecku sHAeMUYHbIM 3a60oneBanuem, [15
IIMPOKO paclpocTpaHeHa B ApMennn (2-100/10000),
I7ie OTMeYaeTCsA BbICOKAs YacTOTA FeTePO3UTOTHBIX
Hocureneit myTanuit reda MEFV (1:4-5) [1].

ITb MaHudecTUpyeT B OCHOBHOM B JIETCTBE, B IIep-
BoI1 rexaze xu3Hu (50-53%), aie B Bo3pacre 1o 5 11er,
npuyeM HepelKu crydyan fiebrora 60Ie3HN B TedeHMe
nepsoro roga xusHu. CpegHuil BospacT Manudecra-
1y 3a6071eBaHMs OOBIYHO IPUXOAMUTCS Ha 3,5 rofa,
C JOCTOBEPHO PaHHMM HAa4ajIOM Y Ma/Ib4MKOB II0 CPaB-
HeHuIo ¢ geBoukamu (1,6:1) [1, 10]. B cny4asx nepuo-
Audeckas 60e3Hb MOXKeT IPOSIBUTHCA B 15-20 leTHeM
BO3pacTe, a COYeTaHMe IePUORNIECKOIt O0TIe3HN C APY-
ruMu 3a60/IeBaHMAMM COEIMHUTENbHOM TKaHY MOXKET
IPMBECTY K U3MEHEHMIO KIMHNYECKMUX MPOsABICHNI
3a00/IeBaHMs, YTO 3aTPYHAHSAET CBOEBPEMEHHYIO IMa-
THOCTHKY ¥ BHIOOP JIe4eOHOI TaKTUKIL.

cpbinb. [TanyeHT 6B TOCIUTATU3UPOBAH B MEAMYHKT
C IOfI03peHNEM Ha a/jIeprideckoe 3abojeBaHme, B CBS-
311 C YeM IOTy4MJI leKCaMeTa30H, 3aTeM HallpaBJieH
B oTfenenue Tepannu LlearpanbHoro KnumHnyeckoro
T'ocnurana r. EpeBana ¢ npefBapuTeIbHbBIM IMATHO-
30M «OCTpblil Ty6yIOMHTEPCTUILINATIBHBIN HeDPUT».
ITpu nocrymnnennn obiee coCTOsIHNE 6OIBHOTO pac-
ILIeHEHO KaK O/mKe K cpefiHeTsKe/IoMYy. TeMmepaTypa
Tena — 36,7° C. HopmocTeHNK, TOHM>XE€HHOTO NMUTa-
Hus. Poct 175 cM, Bec — 62 kr. OTMedas oTepio Beca
nopspgka 10 kr 3a nocneguue 20-25 fHeit. B anamHese
KM3HU OTME€4Ya/I TOIbKO HepeHeCCHHyIO BeTpHHyIO
OCITy B I€TCKOM BO3pacTe, HaC/IeiICTBEHHOCTh He Obl/Ia
OTATOILeHa. VI3 BpeJHBIX IPUBbIYEK OTMeYasl KypeHue.
AJnepruio K 1eKapCTBEHHbIM BellleCTBaM M MUIeBbIM
MPOAYKTaM OTPUIATL.

[Ipy 06bEKTUBHOM OCMOTPe KOCTHO — MbIILIeYHasI
cucreMa 60/1bHOTO 6bl1a 6€3 BUAMMBIX 3MEHEHNIA,
OrpaHMYeHMIT ABVYKEHMII B CYCTaBaxX He HAaOMIOaCA.
Ko>xHble mOKpoBBI 6b1n 6rmepuble. Ha KoXxe maTe-
panbHON MOBEPXHOCTYU NIPaBOJi TOIEHU OTMEYanoch
Haanm4dye MEIKOTOY€IHbIX YIYaCTKOB IIMTMEHTal N,
[TACTO3HOCTD HIDKHVX KOHEYHOCTel ¢ 06enx CTOPOH.
HPI/I ayCKY}IbTaIH/II/I JIETKUX BeSI/[KyHS{pHOG ObIXaHUE
B HIDKHIX OTZe/Iax ¢ 06erx CTOPOH 6BIIO0 HECKOMTBKO
ocmabIeHo, XpUIIOB He BBIC/TYLIMBAJIOCh, TaM XKe—yKO-
poueHNe epKyTOpHOro 3ByKa. Sp0O,-98%. Pabora
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Tabnuua 1.
/13meHeHua napa-
MeTpoB 06Liero
aHann3a Kposu
Table 1.

Changes in the
parameters of the
complete blood
count

Ta6bnuua 2.
M3meHeHmA napa-
MeTpoB 06Liero
aHanu3a mouu
Table 2.
Changesin the
parameters of the
general analysis of
urine
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Mpn AnHamuka
MapameTpbl Hopmbi OuHamuka Mpwu BbINNCKe
noCTynaeHnmn Ha GoHe neyeHus
Temorno6usx 16,0 r/n 11.7 12.2 12,2 16.0
OPUTPOLNTHI 6,03 MaH 4.01 4,31 4,55 6,03
T'emaToKpuUT 49,5% 34.8 38,5 49,0 49,5
Jlel KoM ThI 3,5-11,4 TBIC 18,1 16,4 23,75 13,11
JInmbounte 13.4-47,4% 17,2 10,8 12,3 28,8
Heitrpodumbr 42,1-78,4% 78,2 83,4 81,7 63,8
TpomM60OLUTEI 138-450 ThIC 570 539 410 259
COd 5,0-15,0 MM/49ac 65 100 55 10
Mpn
MapameTpbl Hopmbi OuHamuka OuHamuka Mpwu BbINNCKe
nocTyniaeHnmn
OTHOCHTENIbHAT 1,015-1,025 1015 1020 1025 1015
IJIOTHOCTD
6emox o 0,10 r/n OTCYTCTBYET OTCYTCTBYET OTCYTCTBYET OTCYTCTBYeT
TIEKOLMTBI Jo 10 neitk/MKT 10 OTCYTCTBYET OTCYTCTBYET OTCYTCTBYET
SPUTPOIUTHI Ho 5 sputp/MKn 10 OTCYTCTBYET OTCYTCTBYET OTCYTCTBYET

ceppua 6pl1a pUTMUYHAS, TOHBI CEpPAI|a YNCTHIE,
IIYMOB, aKI[eHTOB HeT, AJl - 120/80-130/90 MM pT
ct, YCC - 76 ypapos B 1 munyTy. JKuBOT 0Ba/nbHOIL
dbopMBI, cUMMeTpHYeH, aKTUBHO yYacTBYeT B aKTe
IOBIXaHMUs, IPY HanbIal Uy MATKUI, 6e360/1e3HeH-
HBIIT BO BCEX OT/ie/aX, IIeYeHb, Ce/ie3eHKa U IIOYKY He
nanpnupyoTca. CTyI OfHOKPATHBIN, 0(OPMIEHHBII.
Movuencnyckanue cBo6oHOe, NHOTAA 60/Ie3HEHHOE.
Huypes coxpaHeH.

ITpousBeneHbl 1ab6OPATOPHO-MHCTPYMEHTAIbHbIE
uccnenoBaHus. VI3aMeHeHM st mapaMeTpoB O01Ilero aHa-
N13a KPOBYU IIPefCTaB/IeHbl 6 mabnuye 1.

Kax BuHO 13 TabMLBI 1, IpY IOCTYIUIEHNN y 60MIb-
HOTO OTMeYaach IEMKOIMTO3, TPOMOOLNTO3, AHEMMUS,
noseiienrie COD. Ha ¢one nevenus Habmonanoch
HapacTaHue JIeMKOLMTO3a, YTO ObITI0 06YC/IOBIEHO KaK
AKTUBHOCTBIO OCHOBHOTO 3a00/I€BaHM, TaK U KOPTHU-
KOCTepOUIHOI Tepamnueii. IIpu BbInmcke oTMedaeTcs
HOpMaJIM3alLus IToKasaTeseil reMOro0Ha, Konmuye-
crBa TpoMb01TOB, COD, COXpaHSI/ICSI He3HAYNTETbHO
BBIPa>KEHHBIII JIeNIKouUTO3. VI3MeHeHMs mapaMeTpoB
o6111ero aHaaM3a MOYY IIPESCTABIEHDI 8 mabnue 2.

Kak BugHO U3 Tabnuusl 2, Hpu HOCTyHIeHUN
y 60/IPHOTO OTMeYasach He3HaYMTe/TbHa s JIEHKOLUTY-
PV M 9PUTPOLUTYPU S, B AVHAMMKE Ha POHE JIedeHN S
IIATOJIOTMYECKME UBMEHEHI S B MOY€E HE O6Hapy)K€HI)I.

M3MCHCHI/IH 6V[OXI/IMI/I‘{€CKI/IX n I/IMMYHO]IOI‘I/I‘{eCKI/IX
IoKasaresieil KpOBU NpeJiCTaBIeHbl 8 mabnuye 3 u 3a.

Kaxk BugHO U3 Tabnui 3 u 3a, Ipu MOCTYI/IEHUI
0TMeYanoch HEBBIPa)KeHHOE IIOBbIIIeHNe OCTpoda-
30BbIX nokasareseit — CPB, ¢pubpuHoreHa, a Taxxe
KOPTH30J1a, 4YTO BepOsATHEE BCEro ObIJIO 00YCIOBIEHO
peakiiueit oprannsma Ha ctpecc. Ha ¢one neuenns

Pe3synbTatbl 1 06CyXaeHUA

IIpnHUMasa BO BHUMaHNe COXPAaHEHHBIN, afleKBaT-
HBIJI Inype3, HOPMa/lbHbIE ITOKAa3aTeNln KpeaTu-
HMHA 1 MoueBMHBI, C3, HOpManbHbIE TOKa3aTenn
OTHOCHUTENbHOI IJIOTHOCTU MOYM, OCTPBIL TY6Y-
JTOMHTePCTULMATBHBI HePpUT OB UCKIIOUEH.
Ananusupys >kano6bl, faHHbIE aHAMHe3a, Qu3n-

HabJTI0f1a/10Ch HeCylleCTBEHHbIe Ko/leOaHMA YPOBHE
CPB u ¢pubpuHOoreHa: CHIKeHe U IOCIEAYIOLIee He-
3HAYMTe/bHOE MTOBbIIIEHME, COXPAHAIOIIeecs IPY BbI-
IIICKE, YTO MOXKET ObITb OOBACHEHO COMYTCBYIOMIUM
ayTOBOCIAINTETbHBIM CHIPOMOM (B JaHHOM CITydae
[IepMOAYeCKOlt 60Te3HbIO).

ITo SKT mccnegoBanny ob6Hapys>keHa CUHYCOBasd
aputMuA 60-76 ynapos B 1 MUHYTY, U3MEHEHUA MIO-
Kappa (o6menHoro reHesa). IIpu 9xoKT runeprpodun
MUOKap/ia He OTMeYanoch, IIOJIOCTY CEPAIIa He pacuIy-
PeHbI, IPO/IaTiC MUTPANbHOTO K/IallaHa 1-07i cTeneHn,
@B > 55%, monmiep aHaNnNU3 BHIABUII MUTPATbHYIO
perypruranuio 0-1 crenenn. B monoctu nepukappa
KUTKOCTY He BBIABIEHO.

®nroporpadus merkux mnokasajua, YTo B JIerKUX
04aroBO-MHOUIbTPATIBHBIX I3MEHEHNUIT He BBLIB/IEHO,
B CHHYCaX ¢ 00eMX CTOPOH 06HapyXeHO He6GOobIIoe
KONIMYECKBO BBIIIOTA.

Y3W opraHOB GPIOIIHOI ITOJIOCTY MOKA3aIo, YTO
y 60/IbHOTO He4eHb He YBeNNYeHa, B )KeTIYHOM ITy3bl-
pe-nonun 5,0-6,0 MM, TOJ KTy JOYHa s XKeTlesa, ceyle-
3eHKa - 6e3 ocobenHocreit. [Iouku — ¢ 06enx CTopoH
yBenu4eHnl 1o 12,7 x 5,5 ¢M, mapeHXuMa yTojuieHa
7o 2,8 cM, TMIIEp3XOTre€HHa, YalleYHO-T0XaHOYHaA CH-
CTeMa He pacliupeHa. Y HM)KHETO IO/0ca IpaBoii
TIOYKM ¥ B MaJIOM Ta3y Majioe KOTMIeCTBO KXMUTKOCTIH.
JKupgkocTs onpenenanach Tak>ke B IJIEBPAIbHBIX CH-
Hycax. CoHorpaduyeckas KapTHa OCTPOTO IIOMepY-
noHedpura, acunra, rugporopaxca. Y3V nepudepu-
4eCKMX TMMQOY3/I0B BBIABIUIO yBeTUYEHNUE IIEITHBIX
nMM(’poysIIOB 1o 1,0 cm, mogMblIIedHbIX 10 1,5-1,6 cM,
naxoBbIX 70 1,4 cm. luToBNUIHASA JKele3a — He YBeu-
9YeHa, CTPYKTYPa OffHOPOJHA, y3/I0B HeT.

KaJIbHOTO, 1a00PaTOPHBIX M MHCTPYMEHTA/IbHBIX Me-
TOJIOB MCC/IeOBAHMIT HEOOXOMMO OBLIO IPOBOAUTH
muddepeHINaNbHYIO JUATHOCTUKY MEXAY PeKO
BCTpedaomuMucs GpopMaMu OCTPOro ITIOMePYI0-
HedpuTa (Tak HazbiBaeMblil «Hedpput 6e3 Hedpu-
Ta»), CUCTEMHBIMMU 3a00/T€EBAHMAMY COENMHUTENBHO



0630p | review

Ta6nuua 3.
N3meHeHuns
6UOXUMUYECKIX

1 UMMyHoJIOrye-
CKUX NOKa3aTenen
KpoBu

Table 3.
Changesin
biochemical and im-
munological blood
parameters

Ta6bnuua 3a.
N3meHeHnA
6UOXUMUYECKIX

1 UMMyHoMOrnye-
CKUX NoKasarenen
KpoBw

Table 3a.
Changesin
biochemical and im-
munological blood
parameters

MNapameTpbl Hopmbi Mpw OuHamuka OunHamuka Mpwu BbINNCKe
nocTynneHnn
TTI0KO32 iﬁi)_:jf 4,5 4,4 5,8 4,1
ig"fgffp’;;gg”’ l_la(,)4l/71v/11111301:1’jn+ 7,612,4+52/  122/40+82/  55/2,5+3,0/  9,8/1,4+8,4/
ACT o 37/31E[0/n 23,1 8,3 10,1 12,5
AT o 42/32 ENl/n 64,5 11,0 13,1 21,1
KpeaTVHUH 62-106 MKMOJIb /11 60 73,3 74,3 75
MOYeBJHA 1,7-8,3 MKkMOnB/1 4,8 5,0 5,1 5,0
0611t 6e10K 64-85r/n 73,8 75,1 69,1 77,1
¢pubpunoren 1,8-3,5 r/n 6,0 3,2 3,2 3,8
AYTB 23,2-34,7 cekyHp, 26,0 24,8 22,7 23,1
CPb 10 6,0 Mr/MIT 13,5 6,0 10,5 24
Na* 135-148 MMOmIB/1 133,7 133,8 131,5 131,7
K* 3,5-5,3 MKMOJIB/ 3,3 4,94 4,26 3,7
Ca?* 1,13-1,32 1,07 1,103 1,137 L1
MKMOJIb/TT
Cl- 97-108MKMOJIB/1T 92,3 95,5 92,2 94,3
MNapameTpbl Hopmbi Mpu noctynnenun
aMuuIasa 28-100 En/n 30
K®K 39-308 En/n 19
MB-K®K 7-25 En/n 9,5
autu CCP < 17,0 <70
ANA 1,0-1,2 AU / ml 0,8
IgGA,M 1,2 AU/ml 1,07
PO mo 14,0 En/n 11,6
R e T
AKTT 7,3-63,3 Hr/mn 12,4
CA-19,9 < 27em/mn <0.6
Komnnement C3 0,90-1,80r/n 3,43
Komnnement C4 0,1-0,4 r/n 0,27
JIAT 135-225 E[l/n 230
JIumnasa 13-60 EI/n 7,5
o 40-128 E[l/n 104

TKaHU, 3 UMEHHO CUCTEMHBIM BaCKy/INTOM, TaK KaK
MIMe/IN MECTO MbILIEYHBIE I CYCTaBHbIe 60711, 061mast
cn1ab0CTh, aOMOMMHANITUY, HA/IMYME HETIOHATHOI
CBIIIM Ha JIaTePa/IbHOM IIOBEPXHOCTU JIEBOJ HUDKHEN
KOHEYHOCTH, OTepsI Beca, TYOEepKyIe30M U MHPeK-
LMOHHBIMU 3200/IeBaHNAMY, @ TaKXKe epUORMYe-
CKOJt 60/1e3HBI0, YYUTHIBaA HaMMuMe aOTOMIHANT UL,
MMAJITUI, ApTPAITUIL U TOTUCEPO3UTA Y STHUIECKYIO
MpMHAMIJIEXKHOCTD MallMeHTa.

OcTpblit TIOMePYTOHePPUT OB UCKTIOUEH Ha OC-
HOBaHMM HOPMabHOTO ToKasarens C,- KOMIIeMeH-
Ta CBIBOPOTKM KpoBU —3,43 r/n (Hopma 0,90-1,80),
HMPOTHB CHCTEMHOTO BaCKY/INTA CBUJETeNbCTBOBAIN
OTCYTCTBUE apTe€PUATbHOI TUIIEPTEH3NM, TUXOPafKI,
IO KOXKHBIX y3€/IKOB, TeM He MeHee OblIa IpoM3Befie-
Ha 6MOIICUS KO)KHO-MBIIIEYHOTO JTOCKYTa MKPOHOX-
HOJ1 MBIIIII[BI C/IEBA.

ITponsBemeHbl KOHCYIBTAIINY JIETOYHOTO ¥ BHEJIe-
TOYHOTO (PTU3UATPOB, KOTOPbIE MCK/TIOYM/IN HaTNd1e
y 6071bHOTO Ty6€epKy/Ie3HOro 3a60/IeBaHILL.

ITponsBeeHa KOHCY/IbTalysA MHPEKIMOHMUCTA, UC-
CIefloBaHbl aHTUTeNA K BUPYCHBIM rematutam B u C,
BUY-undpexuny, nHGEKIMOHHOMY MOHOHYKJIE03Y,
TOKCOIIIa3MO03y, Opy1ie/niesy, pe3yIbTaThl KOTOPbIX

TO3BO/IM/IN MCKTIOYUTD ¥ 6ONMBHOTO Hammume nH eK-
LIMOHHBIX 3a60/IeBaHUIA.

HecMmoTps Ha OTCyTCTBME HAC/IENCTBEHHOM OTA-
TOLIIEHHOCTY Y COOTBETCTBYIOLIETO aHaMHe3a, ObII
B3AT aHA/INM3 KPOBYU Ha TeHEeTHYeCKOoe MCCIefoBaHIe
myTanuit rera MEFV 16-11 XxpoMOCOMBI.

Jlo momy4eHus OTBETOB TeHETUIECKOTO UCCIe0Ba-
HI5I ¥ IIATOTMCTOIOTMYeCKOTO MICCTIef0BaHms G1onTaTa
B OT/je/IeHU Y Tepanuy 6bIIO IPOJO/DKEHO HAYaTOoe Pa-
Hee CUMIITOMATIYeCKOe JIeYeHIIe aHTHOMOTIKAMM BBU-
Iy COXpaHAIOLIErocs NefKOMTO3a U JU3YPUIECKUX
ABJIEHNI, OTMEHeH JiekcaMeTa3oH. Ha 6-i1 ieHp nedve-
HYIA B COCTOSAHMY O0/IBHOTO HabITI0/1a/1ach OTPULIATE Ib-
Hasi AMHAMUKA: YCUININCH MBIIIEYHBIE 60N, 001ast
c1ab0CTb, MOSIBU/IACH IOCTOSIHHAS CyOdebpunbHas
NMXOpafKa, yCUIUIUCh 60N B XKMBOTE, OOTIbIIIE TeBBIX
OTZIeNax, pa3BMUIach apTepyuanbHas runepTeHsus AJl -
140/ 90-150/100 MM. pT. CT., 4epe3 6-7 fHel Ha pasruba-
Te/IbHOJ IOBEPXHOCTM JIEBOTO IPEIIIeYbs HOSABU/INCH
e HIYHbIe OJ[KOXHbIe 60Ie3HEHHbIE Y3€/IKM iuaMe-
TpoM 10 1 cm. V3 nponsBejeHHbIX MapaKINHNYECKUX
MCCTIeflOBaHNIT — B AMHAMUKe COHOrpadIIecKy OTCYT-
CTBIeE BBIIIOTA B IIIEBPAJIbHBIX U OPIOLIHOI IIOTOCTAX,
nudysHble U3MEHEHN S MapeHXMMBI 00eX [oYeK
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IIpousseneno KT-uccnegoBaHue opraHos
6pIOLIHON IIONOCTM, HOYEK U 3a6PIOIINHHOTO IPO-
CTPAaHCTBAa C KOHTPAaCTUPOBaHNMEM. 3aK/II0UYeHNe
KT-mccnenoBaHuA: HapylleHue neppysunu NedeHn,
OCTPBIi TemaTuT! MHOrO4YNCIeHHbIe KAV PHBIE
remaHruomsl. KT-kapTuHa ouarosoro nuenonedpura,
6071ee BBIPa’KEHHOTO C/leBa. JIeBOCTOPOHHSIA 3a6pIo-
MIMHHasA TuMbaieHoNaTys U runepTpodus HafIo-
YeYHIKa, XapaKTepHa JI/Is1 peaKTUBHOTO IIpolecca.

B mabopaTOpHBIX aHa/MM3aX OTMEYanoCch COXpa-
HeHUe U yBeIMYeHue NIeKOINTOo3a M TpOoMOOouTO3a
B nepdepuyeckoit Kposu u nossimenne COI, oTcyT-
crBue «C» — peaKTUBHOTO IIPOTENHA B JHAMUKE.

Takum 06pa3oM, AMATHOCTUYECKUIL TIOUCK CY3UII-
€ IO CUCTEMHOTO BaCKY/INTa, @ UMEHHO Y3€JIKOBOTO
nonuapTepunTa. TeM BpeMeHeM ObIJI IIONTy4eH OTBET
TVICTOZIOTMIECKOTO MICCIETOBAHNIA KOKHO-MBIIIEYHOTO
JIOCKYTa, Tie B IpefieflaX MCCIelyeMOTo MaTepuana
TUCTOJIOrMYecKas KapTHa 60J1ee BCEero COOTHOCKIAChH
C JIeMIKOK/IACTUYEKMM BaCKY/IUTOM.

bBonbHOIT epeBefieH B CIelMaT3NpOBaHHOE OT-
JeneHyie PeBMAaTOIOI MY, Ha3HAYEHO JIedeHle KOp-
TUKOCTEPOUTAMM C BBIPA’KEHHON MOTOKUTETbHOIN
IVHAMUKOJ B TIepBbIe JKe THU nedeHnsa. OFHaKo Ha
4-71 IeHb KOPTUKOCTEPOUJHON Tepaluy Te4eHue 3a-
60/1eBaHMA OCIOKHUIOCH Pa3pBIBOM JI€BOI IIOYKMU
¥ pasBUTHEM 3a0PIOIIMHHOI FeMaTOMBbl, 60/IbHOI GBI
9KCTPEHHO IIPOOIEePUPOBAH, IPON3BE/IeHO yIINBa-
HJe MOYKY ¥ IMKBUALNA 3a0PIOUIMHHON reMaTo-
MblL. [TocneonepanoHHbIN TepHOJ, TPOTEKAN TTATKO,
60/IbHOIT IIepeBefieH B OTAe/IeHNe TepaIINy [IeHTPajIb-
HOTO TOCIIUTA/IA B YIOBIETBOPUTENILHOM COCTOSHUMI
¢ >)xajmobamu Ha 061y C1a6oCTh, 60N B MBILIIAX
¥ CyCTaBaX, COXpaHANACh TabOpaTOpHasA AKTUBHOCTb:
NeitKonuTo3, Beicokue nokasarenu COI n «C» peak-

BbiBOoabI

1. OTcyTcTBUE PasBepHYTON KIMHUYECKOI KapTIHBI
He MCK/II0YaeT HaJau4ue y3eJIKOBOTO Io/IuapTe-
punta. Creproe TeyeHme 3ab0eBaHNsA, a UMEHHO
OTCYTCTBUE TAXKEIOTO MOpakeHNU s TT0YeK, apTepu-
a/IbHOJT TUIIEPTEH3UN, TUXOPafKIL, ObITI0 06YCIOB-
JIEHO, CKOpee BCEro, HaJm4uueM CONyTCTBYIOIelt
IIaTOJIOTUY — HEPUOUIECKOI OOMe3HN.

2. B cnyvae codyeTaHMA NMepUOAMYECKON O0NIe3HN
U Y3€/IKOBOTO ITO/IMAPTEPUNTA BEIPaKEHHBII 110-
JIOKUTENbHBII 3 PeKT OT TeveHn s ObIT ZOCTUTHYT
codeTaHNeM KOPTUKOCTEPOUIHOM Tepalnu U KOJI-
XMLMHa, 6e3 Ha3HaYeHU s UUTOCTATUKOB.

3. llerecoo6pa3HO NPOBOAMUTD IeHETUUECKUIT
aHanusa MmyTtauuii resa MEFV 16-11 xpomoco-

NMocnecnoBue

CrrycTs 2 rofja Hociie BBIIUCKY, 110 TOLIEALIIM JIO HaC
CBe[IeHNAM, ITAlIMeHT C CeMbell IIepexas Ha IIOCTOSAH-
HO€ MeCTO XMUTenbcTBO B Poccuiickyro @enepanuio,
CaMOIIPOM3BOIBHO IPEeKPATII IPYEeM IpernapaTos.

experimental & clinical gastroenterology | Ne217 (9) 2023

TUBHOrO mpoTerHa. Ha MOMeHT mepeBofia B OT/ieNieH e
Tepanuy 60NbHOI Oy Ya/l MeTU/IIPETHU30/IOH B l03¢
16 mr/ fieHs, oMernpason 20 Mr/ fieHb, copbudep 1 Tab x
2 pasa B [icHb. YUNTBIBasA Pa3BUBINEECS OCTOKHEHME,
OBIIO IPUHATO pelleHNe OTIOXKUTD LIUTOCTATIYECKYIO
TepaIuio Ha 2 MecCAIa 10 yIy4IIeHNs COCTOAHNUA.

Yepes Hepeio ocie IepeBoyia MaljMeHTa B OT/ese-
HIie TePaNNM I0/TyYeH OTBET TeHeTMYeCKOT0 aHa/MN3a
MmyTanuit renHa MEFV 16-if XpoMOcOMbI- 0OHapYKeHbI
nBe MyTauuu M 694 V, V 726 A (KkoMIayHJ - retepo-
surora). leneruyecknit ananns reda SAA 1-a/a, 4to
MOATep>KjaeT AMATHO3 TIePUOANYECKOIT OO/Ie3HN.

Taxum 06pasoM, y Halllero malueHTa OKOHYaTelb-
HBIif ;MATHO3: Y3€KOBBIil IIOMMAPTEPUNT, AKTUBHOCTD
3-1 cTenenn (IOAKOKHBIE Y3€/IKI, IIOTEPS BeCa, TUXO-
paznKa, apTpOMUA/ITWM, apTepyuanbHas TUIIePTeH3NA),
C IOpa’keHMeM IOoYeK: aHeBPU3MBI TOUYETHBIX COCY-
noB. CIOHTaHHBIN pa3pbIB 1€BON MOYKY, TeMaToOMa
3ab6prosuHHOro mpocrpaHcTBa. CoCTOsIHME MOCTIe
JIeBOCTOPOHHEN TI0MOOTOMMUM, PEeBU3NM 3a0PIOLI-
MHHOTO NIPOCTPaHCTBA, YIIMBAHMA HIUKHETO TIOMTI0CA
JIEBOJI TIOYKY, TUMKBUIALMY TEMAaTOMBI I IPEHMPOBa-
HUA 3a0PIOMIMHHOTO IPOCTpaHcTBa. [lepropdeckas
60me3Hb (ceMeltHas CpeAV3eMHOMOPCKAs INXOPaj-
Ka), CMelllaHHaA GOpMa, eINHCTBEHHBII TUINYHBII
mpuctyn / okTA6pb 2018/, 63 M3MeHeHMIT B aHAMN3aX
Moul, 6e3 oTsArolieHHoro 1o ITb aHaMHe3a, CIOKHBII
MyTalMIOHHBIV TeHOTUII iBe MyTauuu M 694 V, V 726
A (kOMIayHJ — FeTepO3UTOTa).

Hasnaven konxuuuH B gose 1,5 mr/ cyTtku. Yepes
1 MecAIn Tepanuy KONIMIVHOM U METU/IIIPESHN30-
JIOHOM OTMedYasach BbIpakeHHas MONOXUTeNbHAA
KJIMHUKO-Tab0paTopHas AMHAMUKA: IPAaKTUYECKH
OTCYTCTBIeE >Ka/I100, IOJIHAasA HOpMaau3auus mabopa-
TOPHBIX II0Ka3aTeelt.

MBI ¥ BCeX GONbHBIX XapaKTePHBIX STHUYECKUX
TPYIIN C HOJJ03PEHVEM HA CUCTEMHYIO IATOTIOTUIO
COeIHUTENIbHOM TKaHM. B BBIIIEONMCAHHOM CITY-
4ae [i/151 KOCTVOKEHN S MIOOXXUTEeNbHOro 3¢ dexra
yAanoch 136eXaTh arpecCUBHON Tepaluy LUTO-
CTaTUKaMIU.

4. Manudecranusa nepuognveckoit 60m1esHn, Kak
TIpaBUJIO, pa3BUBAETCA B IETCKOM BO3pacTe, OflHa-
KO B HEKOTOPBIX C/Iy4YasgX BO3MOXKHA M B BO3pacTe
18-25 ner.

5. AHTMOMOTUKOTepanus, Ha3HaYeHHa s 6e3 YeTKNX
TIOKa3aHMIL, IPUBOAUT K yXY/ILIEHUIO TeYeHUA CU-
CTEMHOTrO 3a60/1eBaHMs.

B pesynbraTe Hab104aI0Ch 06OCTPEHNUE Y3ETTKOBOTO
HOMMAPTEPUNTA C Pa3BUTHEM TUIIMYHOTO OCIOXHe-
HUA — CHOHTaHHOTO pa3pbIBa IIPaBoOIl TOYKM, 3aBep-
IIMBIIETOCH HedppaKkTOMMel
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