Y
N

! [epsviti Mockosckuti
20CY0apcmeeHHulil
MEOUYUHCKUTL
yHueepcumem

um. .M. Ceuerosa

2 IlenmpanvHoiii
HUI snudemuonozuu
Pocnompebradsopa

HUWYECKIE NCCNneL0BaHNA

OyHKIMOHA/IbHBIE HAPYIIIEHVA
>KeT4eBbIBOAAINX IIYTEN
y IeTeu C IepUognIeCcKon

60/IeE3HBIO

C.b. Kpytuxuna"?, E.B. bopucosa', A.B. Iopenos"?

Appec gy nepernicku: Cermana Bopucosna Kpyruxuna, svetulkakru@gmail.com

IIposedero knuruueckoe, PyHKUUOHANIbHOE U TabopamopHoe 006cnedosanue
COCMOAHUS HeneBbl800AUUX Ny meli 66 0emAM ¢ nepuoou1ecKol

6onesnvio (I1B) 60 spems npucmyna u ére ezo. [Jemu 6vinu pasdeneHol

HA N002pynnovL 8 3a8UCUMOCU OM nepuoda 6one3Hu (60 spems

npucmyna u éHe ezo). Kpome mozo, demeii pacnpedenunu Ha nooepynnol

8 3AB8UCUMOCINU O COUEMAHUS MyMAHMHbLX anneneti (20M03U20Mbl,
KOMNayHo-2emepo3uzomeol, eemepo3uzomot) 6e3 yuema nepuooa 60nesHu.

Y Oemeii sne npucmyna IIb umenu mecmo 6onee 6vicoKUe nokasamenu
acnapmamamunomparcgpepasvl (ACT) u wenounoii pocpamasui.
Yemanoenena cea3v mexncoy yposuamu ACT u onumenvHocmovio 3a6071e6aHUS.
Bo spemsa npucmyna I1b 8via671eHbL 2UNOMOMOPHLIE HAPY ULEHUS
JHenue6bl800AULUX Ny meli, 6He npucmyna — eunepmomopruvie. ITpednosxcen
Ane0pUmMM mepanuu PyHKUUOHAbHOIX HAPYULEHULL HeN4e8bl800TULUX
nymeii y 0Oemeti ¢ I1b.

Knioueevie cnosa: scenuesvi600susue nymu, yHKYUOHAIbHbIE HAPYULEHUS,
nepuoouyeckas 60ne3Hb
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H epropgmudeckas O6OTe3HD
(I1B), nnu cemeitHas cpepu-
3eMHOMOPCKasl INXOPANIKa,
KOTOpasi B OCHOBHOM HabJIofaeTcs
y HapojoB CpPefu3eMHOMOPCKOTO
bacceiiHa (apMsiHe, eBpen 11 apadel),
0 HeJaBHETO BpeMeHM CUYMTa-
nace penkoit natonorueit. Ilocnen-
HUe TOJbl HAMETV/IACh TeH/EeHI[USI
K pocTy 3a00/1eBaeMOCTH U PacIin-

peHMIo reorpadgum pacpoCcTpaHeH-
Hoctu IIb, BeposATHO 3a cyeT yBenu-
YeHNUs YMCIa CMELIaHHBIX OpaKoB
u MUTparuu HaceneHus [1, 2].

[Tepuonuveckas 60me3Hb (CMHOHU-
MBI: ceMeliHasA Cpefi3eMHOMOPCKas
TUXOpajKa, apMsIHCKass 6OIe3Hb,
MTapOKCU3Ma/IbHBIN CUHIpOM JIKeli-
HYy351 - Mo3seHTansA, NepnoguydecKmii
IIepUTOHUT, CUHAPOM PeiimaHa, 60-

nesub Curana — Mamy) — Haceqc-
TBEHHOE ayTOCOMHO-peleCCUBHOE
3aboreBaHme, MPOSIBIAOIEECs TIe-
PUOAMYECKY PelVBUPYIOIINM Ce-
PO3UTOM U 9aCTO Pa3BUBAOUIUMCS
ammnonposoM. [lepsoe ymomuHa-
Hue o I1b orHocuTcs k 1908 1. Torga
OBIJT OMMCAH C/Ty4ali HOBTOPSIOMINX-
cA TIPUCTYTIOB MUXOpPajKu, abmo-
MUHAa/IbHBIX OOJIEi U JIEMKOLMTO3a
y 16-7meTHeil eBpeiicKO JeBYIIKU
(1, 2]. Ceropns, ucxons us 6asbl maH-
HbIX opdanubIX 6omesHeir [3],
B MUpe 3TUM 3a00/ieBaHUEeM CTpa-
mamoT cBbine 100 000 manuenTos [1].
B nawvanme 1990-x rr. M. Pras
u E.N. Hevi o6Hapy>unu, 4T0 TeH,
OTBETCTBEHHBIN 3a passutue IIB,
JIOKQ/M30BaH Ha KOPOTKOM IljIede
16-11 xpomocomsl (ren MEFV). I'en
COCTOUT U3 [eCATU 3K30HOB U KO-
npupyer 6enok nupus [4]. [Mupun
ABIAETCA PeryIATOPOM OTBeTa
Ha BOCIIaJIeHNe Ha YpPOBHe OpraHM-
3al[MU IMTOCKe/NeTa JIENKOIMTOB.
Kpome Toro, y manuentos c IIb
CHIJKAeTCS YPOBEHDb IKCIIPeCCUU
HEKOTOPBIX K/IaCCOB I'e€HOB, BOBIIE-
YeHHBIX B IIPOLIECCHI Perynsalyun
TPAaHCKPUILMMY, AIIOITO3a, BOCIA-
JIEHUsI Y CTPYKTYPHOTO Pa3BUTHA
MBIIIEYHBIX KeToK [4]. Ten MEFV
9KCIIPeCCUPYETCA B OCHOBHOM
B HeliTpodmunax, sosmHOpuUIaAX
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U MOHOLMTAX, HEH/PUTHBIX KJIET-
KaX, CHHOBMaIbHBIX pubpobracrax,
HO He B-mumdornurax [2, 5]. Kinroge-
BYIO pPO/Ib B Pa3BUTUM NPUCTYIOB
IIb urpaer runepnpomyKumusa MH-
tepneiikuHa (JJI) 1-6eta. Bo Bpems
MPUCTYIIOB TAK)XXe YBENIMYNMBAIOTCS
CBIBOPOTOUYHbBIE TOKasaTenu JJI-6,
daxTopa Hekposa onyxonu (PHO)
anbda, pacCTBOPUMBIX PelenTOpPOB
6enkoB 55 u 75 ®HO, pacrBopu-
Moro penenropa JMJI-2. bonee Toro,
BHe 060cTpeHus y manyeHTos ¢ I1b
HOBBILIAIOTCA CBIBOPOTOYHBIE YPOB-
Hy VIOH-rammMma, skcnpeccnsa MPHK
WJI-1-6eta, MJI-6 u MJI-8 B unupKy-
JIVPYIOLIMX TEMKOIIUTAX, YTO MOXKET
yKasbplBaTbh Ha HeNpepbIBHOE CYO-
KJIMHUYEeCKoe Bocmanenue [1, 5].
Kmuangeckn I1b npossnsercsa Bos-
HUKAIOUMMU Yepe3 Olpefe/leHHbIe
MHTepBanbl (JHYU, Heflely, MeCsLbl)
CTepEeOTUITHBIMY IIPUCTYIIAMY JIU-
XOpagKy, KOTOpble CYLIeCTBEHHO
BIUSIOT Ha KayeCTBO >XKVU3HU IIa-
1eHToB. JIuxopaske HepemKo CO-
HOYTCTBYIOT 6O/NeBble CHUHAPOMBI,
CBsi3aHHBIE ¢ HecmenndpuIecKnM
BOCIIAJIEHJEM B CEPO3HBIX U CUHO-
BIMA/TbHBIX NTOKpoBax. CaMblil Jac-
TBIV Y3 HUX ACENTUYECKNI IEPUTO-
Hut [2]. YacTtoTa U HAUTENBHOCTD
IPUCTYIOB pasnuyHbl. Moxer
Hab/II0jaThCsI HECKOIBKO IIPUCTY-
IIOB B HeJENI0 IINTETbHOCTBIO 1O
72 4vacos. ITogo6HOe TeyeHue 60-
JIe3HM yXyALIaeT Ka4eCTBO XXM3HMU
nanueHTos ¢ IIb, mnorga npusoput
K HeOoIlIpaBJaHHBIM OIepPaTUBHBIM
BMeIIaTeTbCTBAM.

MaTepuan nmetoabl

Hamu o6cmenoBaHo 66 IMaLIEHTOB
B BO3pacTe OT 4eThIpex fo 18 mer
(40 (61%) manpuukos u 26 (39%) me-
BOYEK) ¢ abfoMUHaNbHON HopMOil
nepuonuieckoi 6onesnn. CpegHuii
Bo3pacTt 60nbpHBIX cocTaBun 10,2 +
1,0 roga, cpegHMII BO3pacT MaHMU-
decranyuu 6onesnn - 2,9 + 0,6 ropa.
39 pereil HAXOJUIUCh B IPUCTYII-
HOM mepuojge 6onme3uu, 27 — BHe
HIpUCTYTIA.

AHanms couyeTaHMA MYTaHTHBIX afl-
Jieell TOKa3asl, YTo Yallje BCTpeya-
JIMCh KOMIIAyH/I-T€TEPO3UTOTHI — 26
(39,3%) 60/MbHBIX U TOMO3UTOTHI —
23 (34,8%). CaMoi1 MaJIOYMCIEHHOIT
OblIa MOArPYIIA C TeTePO3UTOT-
HBIMU MyTanusamu resa MEFV -

Meauatpus. No 3

17 (25,8%) pereit. Pacripenenenne
II0 MOy Cpefy MalYieHTOB C TO-
MO3UTOTHBIMYM MYTaLMsAMU ObLIO
OpuOAM3UTENBHO OfMHAaKOBBIM:
56,5% - manpuuku, 43,5% - me-
BOYKN. B ocTampHBIX MOArpyIIIax
npepanupoBanu nanueHTsl ¢ IIb
MY>KCKOTO IT1071a: KOMIIayHA-TeTepo-
3UTOTHI — 65,4% ManbunKoB 1 34,6%
neBoYeK, reTeposuroTel — 70,5%
MaJIbYuKOB 1 29,4% meBOYEK.

Bcem pmetsim ¢ IIB 6b110 mpoBefe-

HO KOMIIJIEKCHOe oOcefoBaHue

C LIeTBI0 OLIEHKM COCTOSIHUS XKeJl-

4eBBIBOSIIIVX ITyTEll U BBISABICHIS

CUHpoMa XonecTasa. JlanHoe 06-

CJIefloBaHMe BKIIIOYAJIO:

/ OLIEHKY >Kanob;

v/ cbop aHaMHe3a;

v/ ¢usukampHOe 06CIe[OBAHIIE;

v/ KIMTHNYECKUIT aHa/Iu3 KpOBl;

v/ OMOXVIMMYECKMIT aHaIU3 KpOBU
I/ OIpefeNieHus IIOKasaTernel
obutero 6unnpybmHa, TpaHCAMU-
Has, 1enoyHoit pocdaraspr;

v/ YIBTPasBYKOBOE JCCIIefOBaHNE
(Y3M) >kemqHOro IysbIps C SKem-
YeTOHHBIM 3aBTPAKOM, B KaueCTBe
KOTOPOTO MCHONb30Bancs Xodhu-
TOJI B 103€ 3 MM 5 MJI B 3aBUCH-
MOCTM OT BO3pacTa 6ONIBHOIO.

28 6O/IBHBIM C BBISBICHHBIMIU (DUK-

CUPOBAHHBIMU HedopMaLUAMU

JKemyHoro mysbipsa Y3V c xenue-

TOHHBIM 3aBTPAKOM He IIPOBOJVIIIL.

ITpn oueHKe pe3ynIbTaTOB COKpa-

I[eH ST XKETYHOTO Iy3bIpsi Ha oHe

npumMeneHus Xodurona B KauectBe

JKEeTTYETOHHOTO 3aBTPaKa yUMThIBA-

I0TCA 3Ha4eHM A 00beMHOT0 Pacxofia

BBIJIEJIEHHOI! XKeT4! ¥ BpEeMEeHH BBI-

meneHus xxemdu [6].

Maremarnueckass o6paboTka pe-

3y/IbTATOB VICC/IETOBAHMA IIPOBOLU-

J1ach € IIOMOLIBIO ITAKeTa IIPOrpaMM

IPUKIAZHON cTatucTuky Microsoft

Excel 2010 «Ilaker anammsar,

KnuHuyeckue nccnenosa

Statistica 6.1, Medcalc (9.1.0.1). Ypo-
BeHb CTAaTUCTUYECKON 3HAYMMOCTHU
IpU NMpOBepKe HYJIEBOJ TUIIOTe-
3Bl CYMTATM COOTBETCTBYIOUINM
p <0,05.

Pe3ynbTatbl U 06CyXACHNE

IMaumenrtsi ¢ ITb xak Bo BpeMs Ipu-
CTyIIa, TaK ¥ BHE er0 HPe[bsABIIIT
pasandHbIe KATOOBI CO CTOPOHBI
JKeTyJOYHO-KIUIIEYHOTO0 TpPaKTa
(OKKT) [2, 7]. Hamu 6b11a mpoaHa-
JM3VMPOBAHA YaCTOTA TAKMX >Kanob.
CaMpIMM 4acTBIMM OBIINM PBOTA —
33,3% cny4aeB, pa3XMXKEHHBIN
ctyn - 24,2%. Pegko ormedanuch
MeTeopusM - 1,5% cny4aes, nsxora
u cHyKeHye anneTuTa — 3,0%. Tom-
HoTa 3aduKcupoBaHa B 16,7% ciy-
4yaeB, OTPbDKKA U 3alOphI — B 6,1%.
Kpowme toro, ycranosneno, uro 20%
6OTBHBIX B aHAMHe3e VIMe/IN OIepa-
TUBHBIE BMeIIaTe/IbCTBA Ha OpIoll-
HOIJ1 IIOJIOCTML.

B uccnefoBanuy ObIM OIIpeie/IeHbl
CpengHue YpoBHMU 001ero 6unnpy-
O1Ha, aaHMHaAMUHOTpaHCdepasbl
(AJIT), acmapTataMmuHOTpaHcdepa-
3pl (ACT) u mwemounoit pocdarassr
(III®) B noprpynmnax pereii ¢ I16 Bo
BpeMs IIPUCTYIIa U BHe ero (tab. 1).
CpenHue ypoBHM 0061iero 6unupy-
OMHa MPaKTUYECKN He OTINYAINCH
y meteit ¢ IIb Bo BpeMsa mpucTyma
n BHe ero. Cpegunii yposens AJIT
ObI/T HECKOJIBKO BBIIIIE B HOATPYILIIE
6O/MbHBIX BHEe IpUCTyTNa. Y Hereill
BHe NPUCTYIA TaK)Ke MMeIU MeCTO
CTaTUCTUYeCKM Ooyee BBICOKHE
yposuy ACT u L.

bbina mpoaHanu3MpoBaHa CBA3D
mytanuit reia MEFV u yposHen
obmero 6unupybuna, ACT, AJIT
n U@ (rabn. 2). Kak Bugum, cpep-
HMe IoKasarenu obimero Ounu-
pybuna u @ 6pimy mpakTudec-
KM OJMHAaKOBBIMU B IIOAIPYIIIAX

Tab6nuua 1. Buoxumuueckue noxasamenu 6onvHvix 115 60 epems npucmyna

u eéne npucmyna (M + o)

JIa6opaTopHsie nokasatenu | [lepuon npucrymna (n = 39) | Bue mpucryna (n = 27)

O6umit 6umpy6uH, Mmonb/n 12,3 + 1,2 11,7 1,7
ACT, Ep/n 24,7 + 1,2 32,9 +2,4*
AJIT, Ep/n 17,3 + 1,6 22,1 +2,7
M, En/n 431,8 + 34,4 541,4 + 38,0**

* p < 0,01 10 OTHOIIEHMIO K IIOATPYIIIIE JIeTeli C IPUCTYTIOM.
** p < 0,05 1O OTHOLIEHMIO K MOJTPYIIIIE fleTell C MPUCTYIIOM.
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HUWYECKIE NCCNneL0BaHNA

Tabnuya 2. Cpednue nokasamenu o6uezo 6unupybuna, ACT, AJIT u I[P y 6onvHvIX ¢ 20MO3U2OMHBIMU,
KOMNayHO-zemepo3uzomuvimMu u 2emeposuzomuvimu mymavuamu (M + o)

JTa6opaTtopHsie mokasatenn | [omosurorsl (n = 24) Komnaynp-rereposurorsi (n = 26) |Ierepo3urorsi (n = 16)

O6umit 61mpy6uH, Mmorb/n 11,7 £ 1,2 12,8 £2,0
ACT, En/n 24,0 + 1,6 27,5+ 1,7*
AJIT, En/n 15,4+ 1,0 21,1 £2,5%%%
®, Ex/n 481,3 + 49,2 479,6 = 40,0

* p < 0,05 0 OTHOIIEHNIO K TIOATPYIIIIEe TeTEPO3UTOT.
** p < 0,01 10 OTHOLIEHNIO K ITOATPYIIIIE TOMO3UTOT.

%%

mereit ¢ IIb. Cpenune yposaun ACT
n AJIT oxaszanyuch CTaTUCTUIECKNU
BbIIlIe B IOATPYIIIAX TeTePO3UTOT
U KOMIIayHJI-T€TePO3UTOT.

IIpn KoppensALMOHHOM aHaIMU-
3e MetopgoM CnupMeHa BBIABIIEHA
IpsiMasi yMepeHHas CBA3b CPeTHUX
ypoBHelt ACT ¢ panTenbHOCTbIO
3abomeBanus y Bcex gmerteit ¢ IIb
(r=10,49; p < 0,001).

ITpu Y3U opraHoB GpIOIIHOIM IO-
noctn 'y 28 (42,4%) 601bHBIX 06Ha-
pY>KeHbl PUKCUPOBAHHBIE Meperu-
ObI >KeTTYHOTO MY3bIps. VX wacTora
IpU TeTepO3UTOTHBIX MYTalMAX
(62,5% cmydaeB) CTaTUCTUYECKU
3HAYMMO IpeBbIIIajna TaKOBYIO
IpY TOMO3UTOTHBIX (41,7% cmyda-
eB; p < 0,05) 1 KOMIIayHJ-TeTePO3N-
roTHbIX MyTanuax (30,8% cinyuaes;
p <0,05).

W3 38 metett, KOTOPBIM OBLIO IIPOBeE-
meHo Y3V eT4HOTo Iy3bIPA C JKel-
4eroHHbIM 3aBTpakoM (Xodwuron),

B [Ipucryn

70 -

KonndaectBo nauyueHTos, %

Hopma

[unomoropHas
byHKuMA

P < 0,05 110 OTHOLIEHNIO K TIOATPYIITIE TOMO3UTOT.

25 HaXOAMIUCH B IEPUOJE IIPUCTY-
na I1B, 13 60bHBIX — BHE IPUCTYTIA.
B xadecTBe nokasaTess, XapaKTepu-
3yHouero GyHKIMI XXeTIHOTO My-
3bIPs, Mbl MICTIONIb30Ba/IV MUHY THBI
00'beM BBIIEJICHHOI >Ke/T4n. B 3aBu-
CUMOCTM OT BEJIMYMHBI 3TOTO MOKa-
3aTeIs1 ObUIY IO/ YeHBI CTIeAYIOLIie
maHHble (pucyHok). HopmanpHas
GYHKIUA XKEeTIHOTO Mys3bIpst (MuU-
HYTHBII 006'beM BBIJIETIEHHO YKeT4n
0,13-0,24 mn/muH) 3aduKcupoBaHa
y 28,0% peteit ¢ I1b Bo Bpems nmpu-
cryna u 15,4% 6O0NbHBIX BHE IPU-
cryna. 'mnomMoropHast QyHKIUs
JKeTYHOTO IY3BbIPs OIpefensinach
IIpY MUHYTHOM 0O'beMe BBIfIe/IeH-
HoW >xemuum MeHee 0,13 Ma/MuH
U CTaTUCTUYECKM Yallle BCTpeya-
7achy merent Bo BpeMs npuctymna I1b
(64,0%) 110 cCpaBHEHMIO C TeTbMU BHE
npucryna (23,1%; p < 0,01). I'unep-
MOTOpHasl PYHKLMS XKeTIHOTO Iy-
3bIps OTIpefie/ANach IPY MUHYTHOM

B Bue npucryna

64,0

61,5

IunepmoropHas
byHxumA

Yacmoma mMomMopHvIX HAPYUWEHUTL JHETUHO20 NY3IPS NPU npucmyne

u ene npucmyna I1b

11,0 £ 1,9

35,5 +2,5%*
22,1 £3,2%%
464,9 + 49,5

obbeMe BBIJENIEHHOI Xemdu Oojee
0,24 MJI/MVH ¥ CTaTUCTUYECKI Yallle
perucTpupoBagach y feTeil BHe
npucrymna IIB (61,5% cnydaes), yem
y meTeil Bo BpemsA npuctyna (8,0%
ciydaes; p < 0,001).

IIpu I1b ocHOBHBIM HallpaB/IeHNEM
Tepanuy CYUTAeTCA Has3HayeHUe
KONXUIMHA. MeXIy TeM He MeHee
Ba)XXHBIM Kpurtepuem 3¢ pexkTus-
noctu tepanunu I1B y geteit apnser-
CA KyNMpOBaHMe NPUCTYIIOB 601K
B )KMBOTE — K/II0YeBOTO IpU3HaKa
a0JOMMHANIBHOTO CUHJpOMa, He-
PefKo OIpefeNAnIlero KayecTBo
SKM3HM TanmeHToB [8, 9]. Ins atux
1e/iell B raCTPOIHTEPONTOTNIECKON
OpaKTUKe YCIEHNHO WUCIONb3Y-
I0T Ce/IeKTMBHbIE XOMMHOMUTUKIL.
K mpenapaTtaM gaHHOI I'PyIIIBL OT-
HOCHTCS TMOCIHUHA OyTUa6poMumy
(ByckomaH), XapaKTepu3yIOLUics
BBICOKOJI CcTeleHbI0 apduHHOCTH,
IpenMylecTBEHHO K M3-penen-
TOpaM, JIOKaTM30BaHHBIM B I7Iaf-
kombimedHnbix knetrkax JKKT,
JKeTYHOTO ¥ MOYeBOIO IY3BIpA.
[Tpemapar pacmpepensAercs Iraas-
HBIM 00pasoM B MBIIIEYHBIX KJIET-
KaX OpPraHOB OPIONIHOI ITOIOCTH
U MaJjIoTO Ta3a, a TaK)Xe MHTPaAMY-
PaybHBIX TAaHIINAX OPTaHOB OpIOII-
HoI1 tostoctu [9].

IleTsiM, Y KOTOPBIX BBLsB/IEHDI (PyHK-
I[VIOHa/IbHbIe HAPYIIEHU I )KeT4eBbI-
BOJAIIMX IyTeil 1Mo gaHHbIM Y3U
C XKeTYeTOHHBIM 3aBTPAKOM, U 60JIb-
HBIM C QUKCUPOBAaHHBIMU IEpPern-
6aMu MBI IIPOBOAMIN MeAMKaMeH-
TO3HYI0 KOPPEKI[NI0 CeTeKTMBHBIM
CIIa3MOMNTUYECKNM IperapaToM
byckomnan. JleTam craplie mecTu
JIeT IpenapaT Ha3Hayaau Mo OfHOM
TabeTKe TPM pasa B CYTKU B Tede-
HME JIBYX Heflenb. Bcero tepanmio
npemnaparoM byckomaH monmy4mian
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49 6onpubix ¢ IIb: 28 mereit — BO
BpemsaA npucryna I1B, 21 — BHe nipu-
cryna. 9 PeKTUBHOCTD Tepannu
OLIEHMBA/IM 110 YMEHbIIEHNIO ab1o-
MUHA/IBHOTO 60IEBOTO CHHPOMA,
60/Ie3HEHHOCT B TOUKE XKETIHOTO
Iy3BIPsi, CHVDKEHIIO YPOBHeIT 00111e-
ro 6unupy6buna u ®. JocTosep-
HOe yMeHbllleHMe 6oseBoro abpo-
MIHA/IBHOTO CHHIPOMa OTMEYIoCh
6ornee gveM B 50% ciydaes (p < 0,05).
YMeHbIIeHNEe 6OTE3HEHHOCTHU
B TOYKE >Ke/TIHOTO My3bIps 3auUK-
CMPOBAHO TaKXe 6oJiee 4eM y I0JI0-
BUHBI OO/IBHBIX C TUIIEPMOTOPHBIMU
Y TUIIOMOTOPHBIMM NVMCKUHE3MUsI-
MU KelmyHoro myseipsa (p < 0,05).
YposHu ob1ero 6unupy6muna u I
B KPOBU JOCTOBEPHO CHU3UJIUCH
TOJIBKO y ImanueHToB ¢ IIb Bo Bpems
IPUCTYIIA TPV TUIIOMOTOPHOI J¥C-
KVMHE3NY >KeTIHOTO 1y3bIps (33,3%

cny4aes; p < 0,05). YpoBens o61riero
OunnpyOrHa SOCTOBEPHO YMEHb-
muacsa y fgereit BHe mpucrymna I1b
C TMIEPMOTOPHON JUCKUHE3UeN
JKETYHOTO IIy3bIpsA — 62,5% cimyda-
eB (p < 0,05). Ilpn ¢uxcuposaH-
HBIX Iepernbax XeTqHoro Iy3bIps
HOCTOBEpPHOE CHIDKEHME YpOBHeN
obigero 6mnupyoOrHa OTMEYanoch
y 6O/IBHBIX BO BpeMsI U BHE IIPUCTY-
1a — 6oree 50% ciyuaes (p < 0,05).

3aknyeHue

Kak mokasanu pesynbpTaThl IpoBe-
NE€HHOTO MCCIelOBAHMUA, Y JleTeil
¢ IIb moMnMo abgJOMMHATBHOTO
6071eBOr0 CMHAPOMa HEPERKO Ipu-
CYTCTBYIOT >Kal100Bl CO CTOPOHBI
KT (pBoTa, pas3XKMXeHHBII CTYI),
CBUMETENbCTBYIONI[IE O Hapylile-
HUM MOTOPUKM. Y OONBHBIX, Ha-
xopAmuxca BHe npucryna IIb, oT-

KnuHuyeckme nccnenosa

MedaeTcss yMepeHHOe IIOBBIIIeHEe
aktuBHocT ACT n III®. Inurenn-
HOCTb 3ab0/IeBaHNUA TaKXe Koppe-
JMPYeT C MOBBILIEHNEM aKTUBHO-
ctu ACT.

M3 cxa3aHHOrO ClefyeT, 4TO Ia-
nueHTH ¢ IIb, gake BHe mpucTy-
ma, MOJDKHBI CUCTEMAaTUUeCKH
HabMI0aThCs y CIENMaTuCTOB.
MoTopHble HapYILIEHNUs JKeTUeBbI-
BOJSIIINUX MyTell (TMIIOMOTOPHBIE
B IepPUOJ| IPUCTYIIA, CMEHSIONIN-
ecsl TMIIePMOTOPHBIMY BHE IIPU-
CTyIla) MOTYT YyCUIMBATh abZOMU-
HaJIbHBII 60/eBON CHHAPOM. [l/s
YCIIENTHOTO KyNMPOBaHUA abmo-
MUHA/TbHOTO CUHApOMa y HeTell
cTaplie MIECTH JIET B KOMIIJIEKCe
¢ 6a3ucHOIl Tepammert KOMXUILINU-
HOM MOXXET OBITb PEKOMEHIOBaH
npenapar byckomaH B Tabnetnpo-
BaHHOII popMe.
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Functional Disorders of the Biliary Tract in Children with Familial Mediterranean Fever

S.B. Krutikhina®?, Ye.V. Borisova', A.V. Gorelov"?
'I.M. Sechenov First Moscow State Medical University

2 Central Research Institute of Epidemiology of the Federal Service of Customers’ Rights Protection and Human Well-Being

Surveillance (Rospotrebnadzor)

Contact person: Svetlana Borisovna Krutikhina, svetulkakru@gmail.com

Clinical, functional and laboratory examination of the biliary tract condition of 66 children with Familial
Mediterranean fever (FMF) during the attack and out of it was made. The children were divided into subgroups
depending on the stage of the disease (attack and outside attack). In addition, children were divided into subgroups
depending on the combination of mutant alleles (homozygotes, compound heterozygotes and heterozygotes),
without taking in account the period of the disease. Children outside the attack showed higher rates of aspartate
aminotransferase (AST) and alkaline phosphatase. The connection of AST levels and duration of the disease was
found. As well hypomotor disorders of the biliary tract during the attack and outside the attack — hypermotor were
revealed. The algorithm of the biliary tract functional disorders therapy in children with EMF was offered.

Key words: biliary tract, functional disorders, familial mediterranean fever
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