pa3BUTHS HEOHATAJbHBIX JKEITyX MW pa3paboTka Mep Mo uX
npoQuIaKTUKE.
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GPAKTOPBI PUCKATIPOI'PECCUPOBAHUSA IGA
HE®POIIATUN Y JETEN

Ko3wvipo U.A., Cykano A.B., Kunvueeckan E.B.*, Maxoeckaa T.A.*

YO «benopyeCkuil TocyaapCTBEHHbI METUIIMHCKUI YHUBEPCUTET,
MuHnck, benapych
V3 «2-51 neérckasi ropoJickasi KIMHUYecKas 0oJibHUIIa», MUHCK, benapych

BBejenune. IgA nHedpomarus mnpencrarisier coOol HaumOoliee
PACIIPOCTPAHEHHY IO bopmy MIEPBUYHOM XPOHUYECKOU
pIOMEpYJIsspHON OO0JIe3HU KaK Yy B3pOCHbIX, TaK U y nereil. Yactora
BapbUPYET B 3aBUCHUMOCTHU OT T'eOTrpa)uuecKoro peruoHa, COCTaBIIss
ot 10-20% B CIIIA u EBpomne, 10 20-40% B cTpanax A3zuu. MoxeT
ne0TUpOBaTh B JIFOOOM BO3pacTe, OJHAKO IIMK 3a00JIEBAEMOCTH
MPUXOJAUTCS Ha BTOPOE-TPEThE ACCATHIICTHE KU3HU. JIuila My>KCKOTO
nmoysia 3a00JIEBAlOT B CpelHEM B 2 paza dyamie xkeHckoro [1]. OTo
UMMYHOKOMILIEKCHOE 3a00JIeBaHuE, XapakTepu3yrolieecs
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ME3aHTMONPOIU(EPaTUBHBIM BOCHAJIICHUEM C OTJIOXKeHUueM [gA-
COJIEpKAIMX MUMMYHHBIX KOMIUIEKCOB. (CUHMTaeTcs, 4TO B JIETCKOM
BO3pacTe€ MUMEET JOOPOKAuYECTBEHHOE TEUEHHE, OJIHAKO Yy B3POCIBIX
3aHUMAET NEPBOE€ MECTO CpEau TJIOMEpyJonaTuid Kak MpUYMHA
TEPMUHAIBHON cTaauu XpoHuuyeckor Oone3nu modek (XbBII) B
MOJIOJIOM BO3pacTe.

Heab wuccienoBaHusi — OIEHKAa (PAKTOPOB, BIMSIONIMX Ha
nporHo3 IgA nedponaruu y nerei.

O0bekT UM MeTOABI HccIeaoBaHUA. B  wuccienoBanue
BKJIIOYEHbl 52 mamuenta (35 ManpuukoB U 17 ~/1€BOYCK) C
Mopdoorudecku BepuUIMpoBaHHBIM AuarHo3oM IgA HedponaTuu,
HAaXOJMBIIMXCS TMOJ HaOmoJeHrueM B PecrmyOIMKaHCKOM IIEHTpE
JNeTCKON  HehpoJorTMM W MOYEYHO-3aMECTUTEIbHOW  Teparuu
V3 «2-a AJI'’Kb» r.Muncka. Kpurepuem ¢ BKIIOUEHUS  SBUJIOCH
npeoOiagaHue JOMHUHAHTHBIX / KOJOMHWHAHTHBIX ME3aHTUATBHBIX
neno3uToB IgA mpu npoBeaeHun ummyHorucroxumuueckoro (MI'X)
uccienoBanus  HedpobwonTata ¢ . mcmnoap3zoBanmemM MEST+C
kiaccudukamnuu. Bo3pact o0cnenoBanHbiX — oT 6 g0 17 ner, MmeauaHa
— 15 mer. Y Bcex NanMEHTOB~MUCKJIOUYEH BTOPUYHBIM XapaKTEP
3a00J1€BaHuUs.

Hamu npoaHaau3upoBaHbl HOJI, BO3PACT, KIMHUYECKUN BapUaHT
NOopakeHusl Mo4YeK, CyTOdHbId. MoHUTOpUHT AJ] (CMAJI), ypoBEHb
COD, OuoxMMHYECKHE€ IaHHbIe KpoBU (00muil OenoK, anbOyMHH,
MOYEBHMHA, KpPEAaTHHUH;  MOuYeBasg  KHUCIOTa, XOJIECTEPUH U
JUTNAIOTPaMMa), PacdeTHasi CKOPOCTh KIIyOOUYKOBOW (PuiabTpanuu
(pCK®D), xapaktep. MOUYEBOTIO CUHApPOMA (TreMaTypus, MPOTEUHYPHS),
CYyTOUYHAs KCKpelus Oenka ¢ MOYOM, CXeMbI JieueHus. JJIUTeIbHOCTh
HaOTI0IEHUS 32 TALIMEHTAMH COCTaBUJIa OT 5 MECSIIIEB JI0 5 JIeT.

Iposenena wuHTEpHpeTanusi MOPQPOJIOTUUECKUX H3MEHEHUM
TKaHW TIOYKM ¢ ucnoib3oBaHueM  Okcdopackoit MESTHC
kiaccupukamuu 2016 roma: M1-me3anruanbHas THUIEPKIETOYHOCTD
oosiee 0,5, E1 — Hanuuue >HAOKANMIUIIPHOW TUNIEPKIETOUYHOCTH, S1 —
HaJM4Me CerMeHTapHoro ckieposza, T1 — TyOynspHas atpodus u
UHTEpPCTUIMATBHBIA PuOpo3 B 25-50%, C1 — monysiyHUsI MEHEE YeM B
25% kmy0604KoB [2-4].

Merogom  ummyHodepmentHoro  anHanuza  (MDA) ¢
ucnoyib3oBaHueM TecT cucrtem Life technology u DRG omnpenenena
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KOHIIGHTpallUsl ~ MapKepoB  JHAOTCIHAIBHON  AUCPYHKIMH  —
cocyaucToro sHuorenuanbHoro Qakropa pocta VEGF u TkaneBoro
Tpancopmupytoiero dpaxropa pocta TGF1p.

Cratuctuueckas  oOpaboTKa  MOJYYEHHBIX  PE3yJbTAaTOB
POBEJICHA C UCIOJIb30BaHUeM Mporpammel Statistica 10.0.

Pe3ysabTarhl U MX 00CYy:KIeHHMe. Y OOJIBIIMHCTBA MAI[UEHTOB
(n=21) KIMHUYECKN OTMEYAJICd MUHHUMAJIbHBIA MOYEBOW CUHIPOM ‘B
BUJIE MU30/IMUYECKON MaKporeMaTypuu (B TCUCHUE HECKOJIbKUX. THEH)
Ha (OHE OCTPBHIX PECHUPATOPHBIX WU KHUIICUYHBIX HWH(PEKUUA ¢
MOCJIE AYOIIEN MEPCUCTUPYIOLIECH MUKPOTEMaTyPUECH. . H/HIIH
HE3HauuTeNbHOU mnporeunypuert no 0,2 r/cyr. < I'ematrypus c
NpPOTeHHYpHUEH He-HePPOTUUECKOTO ypOBHS B Auamna3zoHe ot 0,2 r/cyT
1o 0,5 r/cyt BoisiBieHa y 16 geret, coimie 0,5 #/cyt y 11.'Y 4 nereit
pa3BepHYJICS CUMIITOMOKOMILIEKC HedpoTrueckoro curapoma (HC) ¢
rematypueid u aprepuanbHor runeprensueit,. (Al). VYV ogHoro
nanveHTa oTMeuanoch 11 »3mu3010B~ MakporeMatypur Ha ¢GoHE
OCTPBIX UH(DEKIINA, TPU ITOM CyTOUHAs IKCKPeIrs Oeka ¢ MOuor He
npesbimana 0,2 r/cyt, Ho otmedanach AT

C  yd4eToM  MNPOBEACHHOFO » CYTOYHOTO  MOHHUTOPHHIA
aprepuanbHoro nasieHust Al 3aperucrpupoBana y 17 (32,7%) nerei.

B cpennem ypoBeHb 0011I€TO O€iIKa CHIBOPOTKH KPOBU COCTABUII
66,92+1,05, anpOymuna 40,87+0,68, kpearununa 70,25+3,9,
MoueBuHbl 4,754+0,3, smoueBor kuciotrel 315,1+16,6, xonecrepuHa
4,73£0,1. YV 4 mammeHTOB OTMEYaJIOCh CHM)KEHHE oOmiero Oeika
Menee 60 r/i1, abOymMuHa — meHee 30 1/11, MOBBIIIEHUE XOJIECTEPUHA
CBbIIIE 5,2 MMOJIb/IL Y poBeHb COD ot 2 1o 34 mm/4, meauana 10,0, ¢
cpennem 11,94+1,2.

YpOBCHL  KpeaTMHMHA W MOYEBHMHBI,  MPEBBIIAIOIINI
BO3PACTHYI0O HOPMY, BBISIBIEH y 2 J€Te€l, y OJHOr0 U3 HHUX
kinagueckn HaoOmopancs HC ¢ remarypueit, Al. CHuxenue
pacueTHOM ckopoctu KiyooukoBou ¢unbrpanuu (pCKD) menee 60
MJI/MUH OTMEYAJIOCh Y O3THX € JBYyX NanueHTtoB. Ha MoMmeHT
yCTaHOBJICHUsI auarHo3a cHWkeHuss CK® M MoBBIMICHUS YPOBHS
KpEaTMHWHA HE HAOII0AIoOCh HU Y OJHOTO M3 52 BKIIIOYEHHBIX B
UCCIIETOBAHUE TTAIIUEHTOB.

YpoBeHb MOYEBOW KUCIOTHI MPEBBIIIAT BO3PACTHYIO HOPMY Y 8
yejaoBeK. M3MEHEeHMsT €O CTOPOHBI  JUNUAHBIX  (pakuuii ¢
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MOBBIIIEHUEM OOIIETO XOJIECTEPUHA, TPUTIIUIIEPUIOB JIUTIONIPOTEUHOB
HHU3KOW U OYEHb HU3KOW TJIOTHOCTHU BBIABICHBI y 11 neren.

CyrouHasi 3Kckpenusi Oejlka ¢ MOYOM COCTaBWJIa B CpEIHEM
0,55+0,1, ot 0 7o 3,5 r/cyT (Mmeauana 0,31).

Mopdonoruueckue U3MEHEHHUS! XapaKTepU30BATUCh HATUYUEM
M1y 37 wenosek, E1 —y 2, SI —y 27, Tl —y 4, Cl —y 4 nereii.
Heno3utsl IgA B koMOuHanmu ¢ C3-KOMIIJIEMEHTOM OTMEUaIuch y 36
nereit (69%).

PasButue oskcrpakanwuispHord — nponudepanuu _ (OL). B
KIyooukax modexk npu I[gA HedpomaTum sBISETCS OTHUM U3
HEOJIaronpUsITHBIX MPOTHOCTUYECKUX MPU3HAKOB, CITIOCOOCTBYIOIIUX B
psane  ciy4aeB  OBICTpOMY  MPOTPECCHPOBAHHIO . TOUYCUHOMN
HenoctarouyHoctu. OII Obina BesiBiIeHa B 7,7%«cinydaeB (4/52) u
accouuupoBayiach ¢ jeno3utaMu C3-KOMIUIEMEHTa BiKOMOWHAILIMU C
IgA.

YpoBeHb COCYyAUCTOTO dHAOTEnuaidbHOro ¢pakropa pocra VEGF
U TKaHeBoro tpancgopmupytomero daktopa pocra TGF1B y nereit ¢
IgA wnedpomatueit B CBHIBOPOTKE . KPOBH JOCTOBEPHO IMPEBBIIAI
MOKa3zaTenru 3I0pOBbIX CBepCcTHHUKOB. Konuentpaums VEGF vy
310pOoBBIX coctaBuia 157,0+£12,9 pg/ml, y nereii ¢ IgA Hedpomnatueit
412,3+44,7 (p<0,0001), TGFI1B —. 130,9+4,9 pg/ml u 204,0+18,0
(p=0,004), COOTBETCTBEHHO. ITokazaHa MOJIOKUTEIIbHAS
KOPpEJISIIMOHHAS ~ B3aMMOCBSI3b  MEXKIY  YPOBHEM  MapKEpOB
SHIAOTENUATLHON TUCPYHKIIMM W CYTOYHOM OHKCKpeluued Oenka ¢
Mouoii, Al

17 namuentam mpoeaeHo UI'X okpammBanue ¢ AT k TGFIp,
VEGF. Ctenenb BbIpaX)E€HHOCTH 3KCIPECCUM OLIEHUBAJIACh B Oasiax
or 0 mo' 3+, Oxcnpeccusi 3+ TGF-f1 B kiyboukax BbeIsiBIeHAa B 1
cnyvaey 2+ —y 2, 1+ — y 7 ngerer. B sHHoTenun MeXKaHAIbIEBBIX
KaWIsIPoB ToJoxuTenbHast skcnpeccust 2+ TGF-B y 3 maruenTos, y
8 foTmMeuanoch cinabo mno3utuBHOE (1+) okpammBaHue. BrisBieHa
MO3UTUBHAS KOoppeisinuoHHasi cBsi3b 3kcnpeccun TGF-B B Tkanu ¢
HEOJAronpUsATHBIMU B IIJIAHE «MOYEYHOTO» MPOTHO3a CIEIYIOIMIMMU
MOP(hOJOTUYECKUMU KPUTEPUAMU: MPOLIEHTOM CKJIEPO3UPOBAHHBIX
KIIyOOUKOB, (QUOPO3HBIX U  (PUOPO-KIETOUHBIX  IIOTYITYHUI»,
CTENEHbIO aTpouu KaHableB U (UOPO3a MHTEPCTULIUATIBHON TKaHHU.

NMMyHOCYIIPECCUBHYIO MATOTCHETUYECKYIO TEPAIUIO MOTyJaIH
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7 TManUMEeHTOB — MOHOTEPANUIO NPEAHU30JIOHOM 4 UeJIOBEKa,
NPEAHU30JI0H B KOMOMHAIIMU C LUKJIOCIOPUHOM A 2 4YeloBeKa, B
KOMOUWHauu ¢ MmodeTriia MuKopeHoaaToM 1 yenoBek.

Nurubutopsr AII® (MAIID) ¢ aHTUOPOTEHMHYpPUUYECKOW U
HEe(PPOMPOTEKTUBHOM IEBI0 — 23 YeIoBeKa.

Bce manuentsl ¢ Al' nmonyyanu win MoHotepanuio HAIID, uan
uAIl® B xoMOuHanuu ¢ OJOKAaTOpaMu KajJbIMEBBIX KaHAJOB (Nn=7)
TUIIOTEH3UBHYIO TEPAMUIO.

YcranoBieH psia pakTOpoB, OKA3bIBAIONINX HAWOOJIEE 3HAUUMOE
BIMSHHUE Ha TOYEUYHBIH MPOTHO3 Tpu IgA HebpomaThu. y-JeTcil.
Huszkuii puck mnporpeccUpoBaHUsl OTMEUaeTcsi Yy dlalMeHTOB 0e3
npoTenHypuun uiu ¢ ypoBaem meree 0,2 r/cyt (21 nmanuenr), 6e3 Al' u
CK® Bbime 90 wui/mMuH. VYMEpeHHbIH PUCK TP  HAIUYHUU
nporenHypuu B nuamnazone 0,2-0,5 r/cyt (16manuentoB), CK® — 90-
60, nanmmuue Al'. Boicokuii puck: npoteunypust.Boime 0,5 r/cyt (15
nanueHToB), CK® — Huxke 60, Al', HaATWYNE CErMEHTapHOTr O CKJIEpO3a,
TyOynsipHOMl aTpoduu, HHTEpCTHIHATBHOTO (Guodposza, OII mpwu
MOP(hOJTOTUYECKOM UCCIIEAOBAHUM OMOMTaTa MOYEK.

BoiBoabI:

1.B ngerckom Bo3pacTte¢ . B | OONBIIMHCTBE clydaeB IgA
HepomaTuss HMMEET HUBKYI0 CKOPOCTb MPOTPECCUPOBAHUS U HE
MPUBOIUT K TTOJTHOM yTpaTe QyHKIINU TTOYECK.

2.Puck  OBICTpPOro . MPOTPECCUPOBAHMS U  HACTYILICHUS
TepMuHaibHOM cragun, XDbII moBeImaercs y DAUMEHTOB C
apTepuaibHOM TIHIEpPTEH3Uel, mpoTenHypuei cBoime 0,5 r1/cyT,
cHmkenun CK® menee 60, Al', HAIMYMKU CErMEHTaApHOIO CKJIEPO3a,
TyOyJISIpHOM | aTpo(uu, HHTEPCTULIHAIBHOTO (HUOpo3a, MONYIyHH,
OoJIbIIOr0 KoJIMuecTBa Jeno3utoB IgA B komOuHammu ¢ C3 B
ouonraze.
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HE®POTUYECKHI CUH/IPOM Y JETEM

Kynuuya IO.H., Konwx E.A.

YO «I'poaHEeHCKNH rOCYTapCTBEHHBIN MEAULINHCKIA YHUBEPCUTETY,
2-s1 kadeapa nerckux oosesnel, ['pogno, benapych

BBenenue. Knunuueckass kapTuHa HEGPOTUYECKOTO CHUHApPOMA
BIIEpBbIC ObLIa MpEACTaBICHA BBIAAKOMIAMCS ydyeHbIM P. Bbpaiitom
(R.Brigt), xoTopsIit B cBOouX paborax; HauuHas ¢ 1827 roga, onucan y
OOJIBHBIX BOJISITHKY (oTekn), «KOAryJMPYIOUIYO» MOYy
(IpOTEeUHYpPUI0), MyTHOCTH CBIBOPOTKU KPOBH (JUMUAEMHUIO) U CBSI3aJ
UX C OPTaHUYECKUM MOPAKEHUEM MTOYEK.

Hedporuueckuit CUHJIPOM (HC) — COCTOSIHUE,
XapakTepusyronieecs: | woTekamu  (nepudepuyeckue, MOJIOCTHBIE,
CTEIICHU aHaCapKu), MAaCCUBHOU MPOTEUHYPUEN (BBIIIIE

50 mr/kr/cytkn ‘wid, Beimie 40 wMr/m2/4), TUNONPOTEMHEMUEW U
TUNnoalTbOyMUHEMUEN (C JUAarHOCTUYECKOW 3HAYMMOCTBIO Yy JeTei
MeHee 30-25 T/J1), TUTIepIUNHAEMUEH, PEIUIUBUPYIOIIUM TEYEHUEM B
70-80% ciryyaeB, OaronpusTHbIM ITPOTHO30M.

YacTroTa BO3HUKHOBEHHS HE(PPOTHUUECKOTO CHUHIpOMA y JeTei
npuMmepHo 14-16 ciyuaeB Ha 100 000 mereri. B pannem Bo3pacte
MaJlbYUKU OOJICIOT B 2 pa3a yalle JAEBOYEK, HO B MOJAPOCTKOBOM
neprojie HepOTUUECKUN CHHIPOM OJMHAKOBO PACIIPOCTPAHEH Cpen
nereid oboero mosa. s Bepudukanuu Auar€o3a MPOBOJIUTCS
Hepoouornicuss. Ilpu mopdosornuyeckoM HCCIeAOBaHUN MOYEYHOM
TkaHu B 90% cnydaeB auarHocTupyercss 00Jie3Hb MUHHUMAJIbHBIX
u3menenuit (HCMHN), no 18% coctaBisieT (poKaIbHO-CErMEHTAPHBIM
rinomepynockiiepod (OCI'C) [1, 2]. CormacHo pekoMeHAAlUsIM
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