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lNaumneHTsl ¢ nepuoanydecKon 6ose3Hbto (16) BCTpeyaoTes JOCTAaTOYHO YacTo B OTAEJIbHbIX ATHUYECKMX rpynnax. OgHaKo,
aKTyasbHOCTb TeMbI 06YC/IOB/IEHA €llie U paHHUM Je6ITOM NaTo1orimn U B 60/1bLLIMHCTBE C/ly4aeB — CePbe3HbIM MPOrHO30M
[7151 XKM3HUW nauueHTa, rnpu ycaoBuKM MNo3/HEro BbiiBAEHUS 3ab601eBaHuUs U neYeHus.. Hepeako olwmbKu anarHoOCTUKM MOryT

MPUBOANTL K HEOBOCHOBAaHHbIM OrepaTuBHbLIM BMeLlaTe/IbCTBaM.

Knio4eBbie cnoBa: nepnognyeckas 60/1€3Hb, JETH.

Mepnognyeckas 6one3Hb ([B) — HacneacTBeHHOe
ayTOCOMHO-peLeccMBHOe 3abosneBaHune, MpoTeKatollee
B BMAE MPUCTYNOB, OCHOBOW KOTOPLIX SIBASIETCA CMOH-
TaHHaa WMAWM CNpPOBOLMPOBAHHAsA [AerpaHynsiumMa HewTpo-
dunoB ¢ BbLIGPOCOM MeAMATOPOB M pa3BUTUEM acCenTu-
4YeCKOro BOCMaNeHWUs MPEUMYLLECTBEHHO Ha CEPO3HbIX
M CMHOBMaNbHbIX 060M104Kax. [lJaHHaa naTonorua pacnpo-
CTpaHeHa NPEeuMYLLECTBEHHO cpeau APEBHWMX HapoAoB
CpeaunsemHomopbsl. Hanbonee yacto oHa BCTpeyaeTcs
y eBpeeB-cedapoB, apMaH, apaboB, IPeKoB, TYPKOB
W apyrux HapogoB KaBKa3za. BbicOKkasi yacToTa pefkux
reHHbiXx 60fie3He B OTAENbHbIX 3THUMYECKMX Trpynnax
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obbscHAeTe 3pdeKTom poaoHavanbHUKa W Apendom
reHoB B M30/MPOBaHHbIX nonynauusax. OT6op B TaKWx
cnyyasix MMeeT MeHbllee 3HadeHne. Bo Bcex ciyyanx peyb
MaeT O AO0CTATOYHO BbIPaXKEHHOW GpayvyHOM WM30MALMM,
MHOraa Jayke BHe reorpaduyecKnx orpaHuyeHnin.

B ocHoBe nepuoanMyeckon OONE3HU NEXUT ToveyHas
MyTauus B reHe 6enka MUPUHA, PacrnofIOKEHHOro
B KOPOTKOM nnevye 16-M XpOMOCOMbI PSAOM C reHamu
ayTOCOMHO-OMWHAHTHOIO MOMIMKMCTO3a MOYeK U TyGe-
pPO3HOro ckiepo3sa. MUpuUH — GeNnoK NepBUYHbLIX FpaHyI
HeWTPOPUIOB, aKTMBHO Y4acCTBYIOLIMI B NpoLecce BOC-
nanexHusa. HapylleHue CTPYKTypbl 3Toro 6enKka npuBO-
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Periodic disease in children. Clinical case

Patients with periodical disease (PD) are found frequently enough in specific ethnic groups. The relevance of this topic, however, is also
driven by an early debut of pathology and in most cases by a serious prognosis for the patient’s life in the event of late disease detection
and treatment. It is not uncommon that diagnostic errors may result in unjustified operational intervention.
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KnuHu4yecKoe Ha6GnogeHue

IWUT K MOBbIWEHWIO BbIPAaGOTKM MPOTUBOBOCMANUTENbHbIX
MeaMaTopoB B IEVKOLMUTAX, aKTUBALIMKM MUKPOTYBYNSPHOro
annapaTa v CNOHTaHHOW Aerpanynsunn NePBUYHbIX FPaHys
NENKOLMTOB, aKTUBALMWM MOJNIEKYN afresnv u yCUneHHOMyY
XEMOTaKCHUCy NIEMKOUMTOB, pe3ynbTaToM 4Yero sBnsiercs
BOCManeHue.

Hawn6onee pacnpoctpaHeHbl 3 myTaumum — M 6801, M 694V,
V 726 A, um 6onee 40000 net. Mytaumnsa M 6801 BcTpeya-
eTcayapMmaH, aM 694V iV 726 Ay BCex aTHUHECKUX PyM.
Mpu npuctyne nepuognyeckon 60ne3Hn BbIGPOC MegmaTto-
pPOB M pa3BUTME aCeNTMYEeCKOro BocnaneHus o6yCcnoBsu-
BaET MOBbIWEHME Ynucna HENTPODOUIOB U YPOBHSA ocTpoda-
30BbIX 6e/KOB B nepudepryeckon Kposu. Bospencteue
MeAnaTopoB BOCMNaNeHUs NPUBOAUT K pa3BUTUIO 6ONTIEBOIO
CUHAPOMa, a 60/bLIOr0 KOMMYEeCTBa 3HAOMEHHbLIX NUpore-
HOB — K Pa3BUTUIO JINXOPALKK.

Yauwe Bcero nepuoauvyeckas 060ne3Hb AaebloTUpyeT
y NauMeHToB B BO3pacTe OT 2 A0 5 neT U XxapaKTepuayeTcs
KOPOTKMMMU MO NPOJOSIKUTENBHOCTH (0T 6 40 96 Y) NPUCTY-
namu NMxopagKku B COYETaHWW C Cepo3nTaMm (MEPUTOHMUT,
nnespuT, apTpuT). BO3HUKHOBEHMIO NPUCTYNOB npejLe-
CTBYET HaluyvMe MpoBouMpyloWmnX GaKTOpoB B aHaMHe-
3e — CcTpecc, onepauus, TpaBMmMa, BaKuuHauusa. bonu
B }XMBOTE — Hanbosiee 4acTo BCTpeYaeMbli CUMMNTOM Mpu
naHHon natonorun (y 95% nauneHToB), HepeaKo 601eBon
CUHAPOM HaCTOMbKO BbIPaXeH, YTO MaLMEHTbl NoABepra-
I0TCA HeonpaBAaHHbIM OMNepaTUBHLIM BMeLIATENbCTBAM
B CBfAI3W C pPa3BWUTUEM KapTWUHbI OCTPOro *usoTa. And
75% 60/1bHbIX XapaKTEPHO MOparKeHMUe KPYMNHbIX CyCTaBOB
(KONEHHOro, roNeHOCTOMHOrOo, Jly4e3anacTHOro) no Tuny
MOHOapTpuTa. bonu B rpyan, o6ycnoBfieHHble pa3BUTUEM
OJHOCTOPOHHEro nneBpuTta, onucaHbl y 30% nauyueH-
TOB. dpu3nnenonaHble (POXUCTbIE) KOXHbI€ BbICbINaHKUS,
JIOKanmaylLinecs B OCHOBHOM Ha HUXHUX KOHEYHOCTSX,
oTMeYaloT (N0 pa3HbiM AaHHbIM) Yy 7—-40% 60nbHbIX.
YactoTa BO3HMKHOBEHUS MPUCTYNOB AOCTaTO4HO Bapua-
6enbHa.

OcTpble nNpucTynbl 601€3HN CONPOBOXKAATCS NOAMMOpPdh-
HOSIAEPHbIM NIeMKoLMTO30M, yBenndyeHnem CO3J; Bo Bpems
NMPUCTYMHOrO MepuvoAa TaKKe OTMevaeTcs Bo3pacTaHue
coAepaHua GubpuHOreHa nnasmbl KPOBM, ranToriobuHa,
C-peaKTMBHOro 6enKa, anbdal-aHTUTPUNCUHE, CMANOBbIX
KMUCNOT U uepynonnasmuHa. Kak npaBuno, Bce 3TM Noka-
3aTenu BO3BPaALLAOTCS K HOPME B NEPUOA MEXAY MPUCTY-
namu [1]. OpraHamMu-MULWEHAIMW MPU aMUIIOUL03€E Yalue
BCEro CTaHOBSATCH NMOYKM U cepLe. NoparkeHne noyek npo-
ABnseTcs HedPOTUYECKUM CMHAPOMOM, remaTtypus 1 apTe-
puanbHas rMnepTeH3us Ans nauueHToB ¢ MepuoguyecKomn
60/1€3HbI0 HE XapaKTepHbI [2].

[JnarHoctuka nepuoamyeckomn 60/1e3HU BRIOYaET:
AHamHe3

Hanbonbliee 3HaYeHNe MMEIOT HaLMOHaIbHOCTb pebeHKa,
HaCNeACTBEHHOCTb. XapaKTePHbIM aHaMHEe3 XU3HU U 3a60-
leBaHus pebeHKa: YacTble «MPOCTyAbl» C IMXOPaKon, 601
B XXMWBOTE U CycTaBaX, NepeHeceHHble onepaTtuBHble BMe-
LaTenbcTBa.

KnuHuyeckas KaptuHa

®  MPWCTYMbl IMXOPAAKK C 60NEBLIM CUHAPOMOM;

°*  He3pODEKTUBHOCTb aHTUOUOTUKOB U aHTUMUPETUKOB;

® Xopollee cCaMO4yBCTBME BO BHE MPUCTYMHbIN NEPUOA.

JlaGopaTopHbie faHHble
°  NIeNKOLMUTO3 C HENTPODUINE3OM;
° yBennyeHune COJ;
® CHWXEeHWe aKTUBHOCTM MMUeNonepoKcHuaasbl HENTPodH-
JIOB M MNOBbILEHNE ee aKTUBHOCTM B KPOBW B MOMEHT
npucTyna: HopManuaaluus NokasaTesnen BHe npucTyna.
leHeTUUYeCKOe UccaeaoBaHue
BbisiBNeHne roMmo3MroTHOro HocuTenbcTBa Mytauuin M 6801,
M 694V, V 726 A nenaet AMarHo3 nepvoan4yeckon 6onesHu
100%. OgHaKo MHoraa npv TUMMYHOW KIMHUKE U aHaMHese
BbISIBNSIETCS rETEPO3UTOTHOE HOCUTENBCTBO MyTaLmm [7].
AdPeKT oT Tepanum KONXULUHOM
MporHo3 npu JaHHOW NaToNOrMK onpeaenseTcs pa3BUTH-
eM no4yeyHoro amunouao3a. CMHTE3 amuioMaa OcCyllecT-
BNSI€TCS M3 BOCMANMTENbHOIO CbIBOPOTOYHOro 6Gefka-
npegwectBeHHMKa — AA-npoTerHa, KOTopbiiM 06pa3yeTcs
BC/IeACTBME acenTUYeCcKoro BocnaneHmns ceposHbIX U CUHO-
BUasbHbIX 060JI04YEK MPU CMOHTAHHOW AEerpaHynsauun Hen-
TPOoPUIOB BO BpeMs MpUCTyna nepuoanmyeckont GONe3HM.
Ytunusaunsa AA-npoTenHa ocyllecTBAsSETCH Makpodaramu,
KOTOpble 3 HEro CUHTE3UPYIOT HEPACTBOPUMbIE GUGPUNbLI
AA-amunounaa, oTKIa[blBaloLIMECs B MEXKIETOYHOM Mpo-
cTpaHcTBe. 310 06ycnaBanBaeT 3HAYMTENbHOE BHEKIETOY-
Hoe HakonneHve AA-amuionaa B opraHax, MUMeroLmx GuK-
cUpoBaHHble MaKpodaru (B NepByt0 oyepedb, B MOYKaXx,
neyeHu U ceneseHKe), YTo NPUBOAMT K TKAHEBOMW AECTPYK-
LMW 1 OpraHHOM HeJoCTaTOYHOCTU. AMUIONI03 MPU NepPUO-
[IM4YecKon 60N1e3HM OTHOCKTCA K rpynne AA-amMunongo3os
N HOCWUT BTOPUYHBIV (PEAKTUBHbIN) U CUCTEMHbIN XapaKTep
[1-3]. Mpwn OTCYTCTBUM NOYEYHOIO aMUIOMA03a BO3MOXKEH
GnaronpuaATHbIA NPOrHO3.
Kak npaBuno, 60/bLINHCTBO NaLMEHTOB C NepuoanyecKomn
60N1e3Hbl0 CTPaAaloT OT OLIMGOYHbIX JMArHO30B U CBA3aH-
HOrO C HUMMK HEMPaBUAbLHOIO nedyeHus. NS UCKIoYEeHUs
NoJo6GHbIX 3NM30[10B, XOTUM MPEACTaBUTb BalleMy BHUMa-
HUWIO CNeayloWmMi KITMHUYECKUIA Clydan.
B KOHCYnbTaTMBHO-AMArHOCTUYECKUIN LEHTP o6paTu-
IUCb POAMUTENN OEeBOYKM 5 neT mn3 asepbangaHCKon
ceMbM. Xano6bl: ¢ 4-neTHero Bo3pacTa y AEBOYKMU CTa-
M O0TMeYaTbCsl MepuoMyeckue nogbeMbl TemnepaTypbl
[0 39°C (1-2 pasa B MecsiLl), conpoBoxjatoLmnecs 6onamm
B 06/71aCTU rONeHOCTOMHbIX cycTaBoB. pu o6GcnenoBaHunm
Nno MEeCTY XXWUTeNbCTBa BbISBNANNCh UBMEHEHMSA B aHaNM3ax
KpoBu B Buae yckopeHHoro CO3 go 40 mm B 4ac. bonu
B CycTaBax B Te4yeHWe MOoCNeAHUXx 2 MecC CTajii HOCWUTb
MOCTOSIHHbIN XapaKTep 1 6ecrnoKonnn pebeHKa, Kak npaBu-
110, B Be4epHee BpeMS.
M3 aHamMHe3a XU3HU: pebeHoK oT 3 6epeMeHHOCTH, Npo-
TeKaBllUeh HOpManbHO, CaMOCTOATENbHbLIX POAOB, Macca
Tena npu poxaeHmn 3200, annHa 52 cm. NecruxomoTopHoe
pa3BUTME COOTBETCTBYET BO3pacTy. CeMelHblit aHaMHe3
noapo6HO YTOYHWUTL He yaanocb. MaTb 1 oTel, peGeHKa CHK-
TaloT ce6a NPaKTUYEeCKK 3[0POBbLIMMU.
Mpu ocmoTpe: cocTosiHMe peGeHKa YOoBNETBOPUTENbHOE.
Ko)XHble NMOKPOBbLI YNCTbIE. [lbiXxaHWe Yepe3 HOC CBOGOAHOE.
MuHAANMHBI SPKO TMNEPEMUPOBAHbI, Pa3pbiX/IeHbI, 0OTMeYa-
loTcsi 6enoBaTble HanoXeHus. B nerkux npu aycKkynstauuu
BE3WKY/NSIPHOE AblXxaHWe, XpuUnoB HeT. ToHbl cepaua 3BYyd-
Hble, PUTMUYHbIe. XMBOT [JOCTyneH rny6oKoM nanbnaluu.
MeyeHb y Kpas pebepHon ayru no cpeaHe-KIYUYHON IMHUMN.



CeneseHKa He yBenunyeHa. CyctaBbl BU3ya/lbHO HE U3MEHe-
Hbl, TemMnepaTypa Hag HUMU He U3MEHEHa, BUXKEHUSA coXpa-
HEeHbl B NOHOM 06beme. MoyenonoBble opraHbl cHOOpPMMPO-
BaHbl NpaBuibHO. OTEKOB, AM3YPUN HEeT. CTyN perynsapHbIn.
PesynstaTtbl NpoBefeHHOro o6cnefoBaHUA: UMMYHOONMM-
YyecKoe uccnegosaHue Kposu: IgG — 1170 mr% (Hopma —
823-869 mMr%), IgM — 265 mr% (Hopma 94-100 mr%),
IgA — 96 Mr% (Hopma — 77-90 Mr%), TUTP aHTUCTPENTO-
nmu3unHa O — 5 Ea/mn (go 100 en/mn), peBMaTonHbin pakx-
Top 13 Ea/mn (Hopma — go 20 ea/mn), UMpKynupyolme
UMMYHHbIE KoMmmiekebl 702 MB (Hopma — 109-352 MB).
BUOXMMUYECKMI aHaNM3 KpoBU: O6WMIN 6eflok — 79 r/n
(Hopma 60-80 r/n), KpeaTMHWH — 44 MKMONb/n
(44-88 mKmonb/n), moyeBuHa — 3,4 mmosnb/n (Hop-
Ma 2,5-6,4 mmonb/n), wenovHaa ¢ochatadza — 115 E[L
(60-400 EL), amunasa — 41 Ea (25-125 Epn), rnokosa —
4,69 mmonb/n (3,3-5,5 mmonb/n).

B o6uiem aHannse mouun rematypms — o 34,1 MKn (Hopma
22,7 MKn).

Mpn ynbTpa3ByKOBOM WCCNeLOBaHUU MOYEK U MOYEBOIO
ny3blps — NPU3HAKK KPUCTaNTypUu.

Buoxmmunsa moum — ypatbl 1580,32 MKMOAb/CyT (HOpMa —
10 2000 MKmonb/cyT), Kanbum 4,06 MMonb/CyT (HOpMa —
o 4,00 mmonb/cyT), docdatbl 9,63 Mmonb/cyT (HOpMa —
[0 21,0 MMONb/CyT).

KoHcynbtaums JIOP-Bpada — runeptpodus HEOBGHbIX
MWHZANNH 2 CTENEHU, KaHAWA03, aleHOoU bl 2 CTENEHM.
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Uudopmauusa ana neguaTtpoB

MpenBapuTenbHbiM AMarHo3: nepuoanvyeckasi 60Je3Hb,
apTponartug.

ConyTCcTBYIOWMIA AMArHO3: KaHAMA03 HEOHbIX MWHAANMH.
MnepTpodua HEeOHbIX MUHOANUH 2 CTeneHu. ALeHOuAbI
2 CTeneHu.

MpK MoNeKkynapHo-reHeTM4yecKom obcrefoBaHun [eBOY-
KW BbiiBNieHa myTauusa reHa M 694 V B retepo3urotHoMm
COCTOSAHWUM.

OKOHYaTeNbHbIM KIWMHUYECKUM anarHo3: [epuoamyeckas
60ne3Hb, CyCTaBHOW CUHAPOM, aKTUBHasA CTagug.
ConyrcTBytoumM anarHo3d: KaHanao3 HeGHbIX MWUHAANMH.
MnepTpoduns HEGHbIX MUHAANUH 2 CT. AleHouabl 2 CT.
[aHHbIN KIMHUYECKUI Cllydar UMEeET HEeKOTOpble KIMHMYEC-
Kne 0COBEHHOCTH, KOTOpble MOTYT 3acTaBWTb Bpaya COMHe-
BaTbCs B AMarHo3e. CyctaBHOM CUHAPOM Y JaHHOro pebeHKa
HOCWN1 HE NEPUOANYECKMI, @ MOCTOSHHbIN XapaKTep. Y AeBoy-
KW OTMeYaluCb BblpaXeHHble W3MEHEHUS CO CTOPOHbI
JIOP-opraHoB, 4TO MO0 3aTPYAHUTb NOCTAHOBKY AMarHo3a.
Mpu npoBeaeHnn anddepeHunanbHOro gMarHo3a peKomer-
[IOBaHO NpoBefieHNe reHeTM4ECKOro 06cneLoBaHms.

B 3ak/o4YeHune Xo4veTca cKasaTtb, 4YTO nepuoauvyeckas
60/51€3Hb BCTpedvaeTcsa B 06LWen nonynaumMm AOBOJSIbHO
pefKo, OAHAKO aKTyaslbHOCTb TeMbl OOYC/IOB/IEHA PaHHUM
[1e6i0TOM NMaTonorMm n B 60/bLLIMHCTBE CllyYaeB — Cepbes-
HbIM MPOrHO30M AN 340POBbS 60/MbHOrO. [MpaBunbHas
[WarHocTMka 1 Bbl6Op afeKBaTHOW Tepanuu MNo3BONAOT
YAYYLWKUTb KA4E€CTBO XM3HWU NaLMeEHTa.
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Mammonorusa gns nogpocTKoOB U UX poauTenen

° HKoppeKuus pas3BUTUA MOJIOYHbIX efie3 B nybepTaTHOM
BO3pacTe.

* [lpodunaKTMyeckoe nevyeHue [EBYWEK WU MKEHWWH U3 rpynn
pUCKa No HacneACTBEHHOM NpeapacnoioKeHHOCTH K 3aboieBa-
HUAM MOJIOYHOWM Xesesbl.

e OCMOTP MOMOYHbIX Xene3 y 6GepemMeHHbIX M MOArOoTOBKa
K NaKTaLmu.

e KOHTPO/b MOJIOYHBIX }efne3 BO BPeMs JlaKTaLluu U npekpalle-
H/e KopMJIeHUS.

HeHwnHam B penpoayKTMBHOM BO3pacTe peKOMeHayeTcs nocelle-

HWe Bpaya cpasy Xe Mo OKOHYaHUWU MEHCTPyaLIMK.
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