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BeposTtHocTHbIM nopTpeT pebeHka
C NATONOrMeMm OPraHOB MOYEBOM CUCTEMBI
Ha doHe HeandppepeHUMPOBAHHOMU AUCMNA3IUM

cCoeamMHHNTEeJNIbHOU TKAHU

H. A. XPYLLIEBA, J1. E. CA®POHOBA, A. A. KAJIObIBEKOBA, H. C. )XYPABJIEBA,

H. B. KOTPEXOBA, IO. B. MAKAPOBA.
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B nocnepHve fecAtunetns ocobeHHOCTAMU TeyeHnA Hedponatuin y ae-
Tell ABNATCA MPOrPeAUeHTHbI XapaKTep TeueHua 3aboneBaHusA, TOpnua-
HOCTb K npoBofumoi Tepanuu. OAHOWM M3 MPUYMH 3TOrO, Ha Halw B3rNAg,
MOXeT ObITb pa3BuTUE 3aboneBaHUn Noyek Ha GoHe HegndpdepeHLpPoBaH-
HOW Ancnnasuu coeguHuTenbHom Tkanu (HOCT).

CoepguHutenbHaa TkaHb (CT) — cCnoXHeWWwaa WHTerpaTMBHas cCuUCTe-
Ma OpraHu3ma, BbIMOJHAWLWAA MHOroo6pasHble GYHKLUMK, HanpaBieHHble
Ha nopaepxaHune TKaHeBOro romeoctasa. fIBNAACL COCTaBHOM 4acCTblo BCEX
6e3 uncknlouyeHna opraHoB K TkaHel, CT dopmMupyeT BHYTpeHHIol cpe-
[y OpraHv3ma, NpUHMMAalOLLyl0 aKTMBHOE yuyacTue B npoLeccax meTtabo-
nn3ma. VIMeHHo coeavHWTeNbHaA TKaHb MpefCTaBfifeT, Mo OonpefeneHunto
A. A. boromonbla, «KOpeHb YenoBeKa» 1 npeponpenenaer cOCToAHME 3[0-
poBbA 1 60ne3HN.

[ucnnasua coepuHutenbHon Tkauu (ACT) — reHeTnyeckn o6ycnos-
NeHHaa aHOManuA COoefVNHUTENIbHOTKAHHOrO MaTpuKCa OpraHu3ma, npuBo-
AAwWan K AMcyHKUMN pasnnyHbIx opraHoB u cuctem. Ana ACT xapakTepHbl
pacnpoCcTpaHeHHOCTb B MOMyNAALMMW, NPOrPEeANEHTHOCTb TeYEHUA, MONnop-
raHHOCTb MOpaxeHus, KnnHudeckuin nonumopdusm. AOCT npepctaBnset
CO6OI YHWKamNbHYI0 OHTOTEHETUYECKyld aHOManuio pPas3BUTUA OPraHM3Ma,
KoTopas OTHOCKTCA K YMCIY CNOXHbIX, JaleKO He M3YYeHHbIX BOMPOCOB CO-
BpPEMeHHON MeAnLVHbL. oA 3TUM TepMUHOM CrieAyeT NMOHMMaTb aHOMasnio
TKAHEBOW CTPYKTYpbl, MPOABAAOWYIOCA B YMEHbLIEHUW COAEpXaHUA OT-
feNbHbIX BUAOB KOJNnareHa uiav HapyLeHUN NX COOTHOLLEHWS, YTO NPUBOANUT
K CHVKEHWIO MPOYHOCTU COEAMHUTENbHON TKaHW MHOMMX OPraHoB W Cu-
ctem. CnefcTBMEM 3TOrO ABNAETCA PAaCCTPOMCTBO romeocTas’a Ha TKaHeBOM,
OPraHHOM 1 OPraHU3MEHHOM YPOBHSAX, YTO COMPOBOXAAETCA Pa3SINYHBIMU
MOPGOPYHKLMOHANbHBIMA HaPYLIEHUAMI BUCLIEPAbHbIX 1 JIOKOMOTOPHBIX
CUCTEM C NPOrpeANEHTHbIM TeHeHMEeM.

C no3unymii COBPeMEHHbIX NPEACTABIEHNI O HaCNeLCTBEHHOW MaTonorum
CT, BbigensaoT anddepeHurpoBaHHble 1 HeanddepeHUrpoBaHHble GopMbI
OCT. K puddeperumpoBarHbim [CT oTHocATcA 6one3Hn MOHOdaKTOpHO-
ro xapakTepa C YCTaHOBJSIEHHbIM FeHHbIM AedeKTOM, BbIPaKEHHON N YeTKo
OYEepPYEHHOW KJIMHMYECKON CUMMNTOMATUKOW. Knaccnuyeckumn npumepamu
anddeperumposarHbix ACT asnaloTca crHapombl MapdaHa, Snepca-[an-
N0, HeCoBepLUEHHbII OCTeOoreHe3 W 3nacTuyeckas MNCeBAOKCAHTOMaA, BO3-
HVIKHOBEHME KOTOPbIX 0OYCNOBNEHO MyTaUMAMU B FreHax, KOHTPONMPYIOLLMX
CUHTE3 onpeaeneHHbIX TUMOB KosnareHa.

HeanddepeHurpoBaHHble aucnnasum coefuHuTenbHon Tkanu (HAOCT)
pacnpocTpaHeHbl [JOCTaTOYHO LUMPOKO W AWArHOCTUPYITCA TOrAa, Korga
y naumeHTa Habop GeHOTUNNYECKNX MPU3HAKOB He YKIaAblBaeTCA B KapTUHY
HV opHoW 13 AnddepeHUMPOBaHHbIX KonnareHonatuin. Ana obo3HayeHuws
3TUX 3aboneBaHWii B NUTepaType WCMOMb3yloTCA TepMUHbI «HeanddepeH-
LMpOBaHHasA», «MepBUYHaA», «Masible GOpMbl ANCMNA3NWY», «1erkas reHepa-
nusoBaHHaa natonorua». HACT MoxeT NpoABRATbCA AMCNNACTUYECKUMUN
M3MEHEHNAMM KaK B OfHOM, TaK 1 B HECKOJIbKMX OpraHax u cuctemax. B nu-
TepaType MMeeTcs [OCTaToOYHOe YKCIo Ny6nuKauuii o pacnpoCcTpaHeHHOCTH
ACT co cTopoHbl cepaua u cocyfos, coobuweHna o HACT noyek n moyeBbl-
BOAALLYMX NyTei eAUHUYHDIE.

Hamun npoBefeHo komnnekcHoe ob6cnepoBaHue 760 aeTein B Bo3pacte
ot 3 go 15 net c 3aboneBaHnAMn OMC: 310 — C XPOHMYECKMM BTOPWYHBIM
(06CTPYKTMBHBIM - U/MNN  AncMeTabonuuecknm) nuenoHedputom, 230 —
c rnomepynoHedputom, 160 — c Ty6yno-uHTepCTULMaNbHLIM HeppuTom, 60 —
C Ancmetabonuyeckon Hepponatmen. Kpome Toro, obcnegosanu 90 aeteit
C Apyro comaTnyeckoi natonoruei 1 90 NpakTMYeCcKn 340POBbIX AeTelA.

HepnddepeHunpoBaHHbIi CUHAPOM COEAVHWUTENIbHOTKAHHON Aucnna-
31N OUEHUBANCA MO CKpUHUHr-WKane ConosbeBoit A. B. B mogudukauyum
Mepetonuunon T. ®. n mexpyHapopaHoi ¢deHoTunuueckon Kapte Glesby
(tabn. 1).

Mpun BHelwHeM OCcMOTpe 6GOMbHbIX BbIABIEHO 6Gonee 5 BHELWHWX ManbiX
aHomanuii passutua (BMAP) B 78% cnyyaeB npotB 45% B KOHTPOJIbHOW
rpynne (p<0,05). C HanbonbLen YyacToToi BCTpeyanucb cnepytowme BMAP:
caHpanesBupHaa wenb (81%), BapycHaa Aesuauma V nanbleB pyk M Hor

(71%), rony6bie cknepbl (71%), aHOManUK CTPOEHUA HapyXHoro yxa (68%),
rotmyeckoe Heb6o (64%). CTaTUCTMYECKM 3HAUYMMbIX OTIUYMIA MO yacToTe
BcTpeyaemocT BMAP y peTeli ¢ pasnuyHoi comaTMyeckon natonorvien He
BblIABNEHO (p>0,05). Kpome TOro, ¢ BbICOKOW 4YacTOTON BCTPeYanuncb Takme
npu3Haky-dpeHbl, Kak TMnepmMoOuNbHbIA  CYCTaBHON CUHAPOM, MOJSIOKM-
TeNbHbI CUMMTOM GOMBbLIOTO Masnbla, CKOMMO3, MockocTonme. BHewHune
deHoTUNMYeCKMe MpU3HaKKM HecneunpuuHbl ans natonorum OMC, Kak
n ans apyrux 3abonesaHuii. OfHAKO OHW ABMAIOTCA MPOABAEHUEM 3MOPU-
OHanbHOro AncMopdoreHesa, UTO CBUAETENbCTBYET O Hanuuuu Mopdo-
GYHKUMOHaNbHBIX HapyLIEHWA CO CTOPOHbI BHYTPEHHUX opraHos. BMAP
B COYETaHUN C OTArOWEHHON HacNeACTBEHHOCTbIO U Apyrmy dakTopamm
puUcKa pa3BUTUA XPOHMNYECKON MaTONOrMmU ABMSIOTCA MOKasaHWeM Ans npo-
BeAeHWA N1abopaTOPHO-NHCTPYMEHTANbHbIX NCCNIEA0BAHNIA C LieNblo BbiABe-
HUA COMATMUYECKNX aHOMaNA.

Tabnuua 1

YacToTa BCTpeYaemMoCT Npu3HaKoB-GEeHOB Y NaLMeHToB
nccneayemblx rpyn, BbIBAEHHbIX MO GeHOTUNMYECKON KapTe
M. J. Glesby (1989r.), B %

R [ 3aboneBaHua
OMC (n=760)

1. ACTEHNYECKU TUN KOHCTUTYLUN 23

2. MoTepsa HOPManbHOM OCaHKK 45

3. CKOMIMO3 NO3BOHOYHMKA 36

4. MNpamvaa cnuHa 17

5. KunesupHaa pepopmauua rpyaHoi Knetkm -

6. | BopoHkoob6pasHas filedpopmauys rpyaHON KNeTku 35

7. | ApaxHopaktunua -

8. Mnockoctonune 53,5

9. Bbicokoe Hebo 64

10. | fMnepmo6unbHbI CycTaBHON CUHAPOM 62

11. | MNoBbllWweHHaA PaCcTAXKMMOCTb KOXN 12,3

12. | MHOXeCTBEeHHble MUIMEHTHble MATHA Ha KoXKe 8,4

13. | MonoXuUTeNbHbIN CUMMNTOM «3aNACTbA» 46

14. | NonoXuTesnbHbIM CUMMNTOM «60STbLIOrO NasbLia» 60,5

15. | Mmuonusa 40

16. | DKkTONMA XPYyCTanuKa -

Y Habniogaembix MauueHTOB AOCTOBEPHO Yalle O6HapyXMBaauCb aHo-
Masm CO CTOPOHbI OPraHOB MOYEBOW, CEPAEYHO-COCYAMCTOW, KOCTHOW,
nuweBapuTenbHon cuctem (tabn. 2) (p<0,05). CnesyeT OTMETUTb BbICOKYHO
YacToTy BCTPEYAEMOCTU AVCTOMNUIA YCTbEB MOYETOUHMKOB (B rpynmne 60sbHbIX
C BTOPWYHbIM NvienoHedputom — 6Gonee 50%), UTO, COrMAcHO pesysnbTatam
MHOMUX MCCieAoBaTesNel, YacTo COYeTaeTCa Co CTPYKTYPHOI Aucnnasmeit no-
yeyHon TKauu (Jlnbepman 3. 1999; Yeckmc A. J1, 2000; Kotpexosa H. B,
2004; M. Tada, S. Jimi, 2001). XapakTepHO, YTO KaXXAablii 60MbHON nMen npu-
3HaKN HEe3PenocT COeAVHUTENbHOM TKaHU CO CTOPOHbI Kak MUHVMMYM ABYX
cicTemM opraHmsma. Y 2/3 nauveHTOB BbiIBIEHbI MPU3HAKN COeAUHUTENb-
HOTKaHHOW [UCMNA3MMN CO CTOPOHBI TpeX cucTeMm, y 13% 6onbHbIX — YeTbipex
cucTem.

C uenbio BbiABNEHWA CTPYKTYPHbIX ancnnasuini OMC 6bin npoBefeH aHa-
N3 pe3ynbTaToB MMCTONIOMMYECKOro nccnefoBaHua 6uontatoB 90 ypaneH-
HbIX BTOPUYHO CMOPLLEHHBIX MOYEK Y MOYETOUHMKOB MO AAHHBIM apPXUBHbIX
NPOTOKONIOB UccnefoBaHuii 3a 2003-2004 rogbl. Heppaktomun 6biv npo-
BeAeHbl B CBA3W C OTCYTCTBMEM OYHKUMN BTOPUYHO CMOPLLEHHDBIX MOYEK.
Bo3spacT geten Ha MOMeHT onepauuu coctaBnan ot 11 mecaues go 15 net.
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Y TpeT! naumeHTOB UMENOCb HerosiHoe yfBOeHWe Mouek, B [eCATU Ciy-
yaAx BblfiBAeHa AonbyaTas nouyka. Mpu rMcTonormyeckom WccnefoBaHUN
BO Bcex HedpobuonTtatax obHapy»eHbl oyarn JAMMPOrncTMOLMTapHOW UH-
bunbTpaumn, NepUrnoMepynApHbIN U NepUBaCcKYNAPHbIA GUOPo3 1N cKnepos
CTPOMbI 1 COCYAOB MOYKM, ANCTPOOUA KaHanbLeB. B 60% 61onTaToB BbIAB-
NeHbl pasiyHble BapuaHTbl ANCNAA3UM NOYEUYHOW TKaHU: KUCTO3Hble — B 23
cnyyasx (y 4 geten B accouvaummn C XpALWEBON MeTannasueir), runonnactu-
yeckana gucnnasva (n=17), HegopasBuTble KaHanblbl 1 CTPOMa MO3roBOro
BellecTBa nouyek (n=9), cermeHTapHO-KNCTO3HaA Aucnnasua (n=3), ymeHb-
LeHMe Yncsia 1 pasMepoB Ky6oYKOB KOPKOBOIO CloA Moykmn (n=4), meayn-
NAPHBIN Kncto3 (n=1). WccnepoBaHne y4acTKOB MOYETOUHWKOB BbIABUIO
B 60% npenapatoB ¢parmeHTaumio U AUCKOOPAUHALMIO MbIWEYHbIX BOMO-
KOH, YTO, MO MHEHWIO pAfja aBTOPOB, HE WNCKJIIOYAeT BapyaHT AWNCMNA3NM Mo-
yetouHmkos (JTonatkuH H. A., 1998; Yeckuc A. J1., 2000).

K npusHakam HACT Ha KNeToyHOM ypOBHE Mbl OTHOCKM MPOABMEHUA
HeCTabunbHOCTY LMTOMEMOpPaH KNETOK MPOKCMMAalbHbIX KaHanbLEeB noyek
B BuAe Kpuctannypuu coneii (okcanato, pocpaTtoB, ypaToB), nunuaypuu,
[BYNy4YenpenomMnAlLLMX «KpUCTanIoB NaTofiornuy», Npyu nNpoBeAeHnn nona-
PU3aLMOHHO-ONTNYECKOrO NCCIe[0BaHUA MOYN.

Bbino npoBefieHO cCpaBHeHVE GEeHOTUMMYECKUX MPU3HAKOB AUCMNasnn
COeAVHUTENBHON TKaHW y feTeil ¢ 3abonesaHuamun OMC u apyroii coma-
Tuyeckor natonorven (90 nauymeHToB). B rpynne cpaBHeHWA B oTanune OT
npaKkTUYecKn 30pOoBbIX feTell TakKe AOCTOBEPHO Yallle BCTpeyanncb BHelLl-
HVe Manble aHOManuu PasBUTWA, TMNEPMOOUIBHOCTb CYCTaBOB, M3MeHe-
HVA CO CTOPOHbI KOCTHOW CUCTEMbI, COMaTUYeCKMe aHOManuu CO CTOPOHbI
cepAeyYyHo-CcoCyAMCTON CUCTEMbl M OpraHoB nuuweBapeHnsa (p<0,05). Mpwu
cpaBHeHUW peTel ¢ natonorvern OMC n fpyroi comaTyeckon nartosnorven
[OCTOBEPHbIE OTNINYMA OOHapPYKeHbl TONBbKO B OTHOLIEHWUW aHOMAnNMi Noyek
1 MOYEBbIBOAALLYX NyTel (Tabn. 2).

Tabnuua 2
YacToTa BCTpeuaemoCTyi NPU3HAKOB COeJUHUTENbHOTKaHHOW
avcnnasun y geten ¢ natonornen OMC (%)
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1. BHelWwHWe manble aHoManuu >5 78,9% 76,8% 45
2. TMnepmobunbHOCTL CycTaBOB 62* 52,6 5
3. MoBblWeHHaA 31aCTUYHOCTb KOXMN 12,3 10,1 -
4. AHomanuu pocTa 1 pa3suTma 3y6os 29,8 333 15
5. /I3MmeHeHUA co CTOPOHbI KOCTHO CMCTEMbI: 98* 84*
CKOJno3 36* 22,5% -
nnockocronue 53* 34* 5
nepopmaumn rpyaHoi KneTkm 35 1,4 -
paclienneHmne gy»ek No3BOHKOB 19,3* 15 -
cakpanusauma L5, niombanusauyma S1 53 10,5 -
[06aBOYHbIE MNO3BOHKMN 53 - -
Comatnyeckrie aHomanum 64,9%* 16,7** 5
Co CTOPOHbI OPraHOB MOYEBOW CUCTEMbI:
ancTonua noyek 19,3 6,7 -

naTonornyeckas nofBMKHOCTb MOYeK 12,3 6,7 5
yABOEHMe noyek 10,5 - -
poTauua novek 17,5 33 3,1
rmnonnasnsa noyek 8,8 - -
nofKkoBoob6pasHas, S-o6pa3Has nouka 18 14 -
CMMMTOM «BEPXHEro pora» 15,8 1,4 -
ANCTONUNA YCTbeB MOYETOYHNKOB 25,3% - -
(B rpynne ¢ BTOPUYHbIM NienoHedprTom) 51,6% - -
nobaBouHas noyeyHas aptepus 38,1* - -
Co CTOpPOHbI CepALia 1 COCYA0B:

[IONONHUTENbHbIE XOPAbI NEBOTO XenyAouKa 71.9* 55,2+ 15
cepaya

nponanc MMTPasbHOro KnanaHa 71,9% 53,8*% -
HenonHas 610Kafa NPaBo HOXKMN 53 43 -
nyyka lca 19,3* 13 31
CUHAPOM yKopoueHHoro PQ 35 58 -
Co CTOPOHbI OpraHoOB NULLEBaPEHMA:

AHOMANNN KeYHOTO My3blpsA 17,5% 14,5 -
SKTONUA NOAXKENYAOUHON >Kenesbl B XKenyaoK 0,13 14 -
Co CTOPOHbI OpraHoB 3peHus: 40 13 5
muonusa 40 11,6 5
acTUrmaTusm - 2,9 -
Co CTOPOHbI CUCTEMbI KPOBU

TpombouwuTonaTm 53 5,8 -
6. [lobaBouHan ceneseHKka 04 - -

MprmevaHune: * — p<0,05 mexay rpynnamv 60MbHbIX JeTel U KOHTPO-
nem, ** — p<0,05 mexxay OCHOBHOW Fpynnon 1 rpynnow CpaBHEHUA.

3aksnoueHne

BeposATHOCTHbIN nopTpeT pebeHka ¢ matonorvein OMC Ha ¢oHe HOACT
NpeacTaBnAeTca crefylowym obpasomM: HapylleHne OCaHKW, MIoCKocTonue,
rMNepmMobusIbHbINA CYyCTaBHOW CMHAPOM, CaHAANeBUAHAsA LWenb, BapycHasa ge-
Buauma V nanbLeB pyK v HOF, ronybble CKepbl, aHOMann CTPOEHNA HapyX-
HOTO yXa, roTnyeckoe Hebo, M1onus.

BbisiBNieHHasA BblCOKas YacToTa BCTPEYAEMOCTM COMATUUYECKMX aHOManumn
(ocobeHHO Moyek ¥ MoYeBbIBOAAWMX NyTeit) y AeTelr ¢ natonormein OMC
CBMAETENbCTBYET O HEOOXOAMMOCTM ONpefeneHns He TONbKo ¢eHoTunuye-
CKMX, HO 1 comaTuyeckmx nposasneHnin CACT y GonbHbIX, @ Takke y feten
rpynnbl pucka.

M3yueHne ¢deHoTUNa MO3BONAET OMpeAenuTb CUCTEMHbIE COeAVNHUTENb-
HOTKaHHble HapyLlleHWsA, MHOTMe W3 KOTOPbIX ABMATCA MNpefBeCTHUKaMU
OpraHHOM ¢YHKLMOHaNbHON He[oCTaTOYHOCTU. Hannume CTpyKTypHOro au-
33MbpuroreHesa noyek CrnocobCTBYeT XPOHNYECKOMY TeYeHUio 3aboneBaHuii,
enaet VX TOpNUAHbIMK K NPOBOAUMON Tepanui.

MonvopraHHbI XapakTep AUCMNACTUYECKX U3MEHEHWI C BOBIEYEHNEM
MHOMUX CUCTEM OpraHu3mMa, 0CO6EHHO MOYEBbIBOAALLEN CUCTEMbI, TpebyeT
npoBeAeHUA Tepanun U peabunmtaumm 6OMbHBIX C YYETOM KOMMIEKCHOro
Nnopa)<eHns COeAUHUTENbHOTKAHHbIX CTPYKTYpP C WCMOJSIb30OBaHWEM PEHO-
NPOTEKTUBHBIX MPEnapaTos.

AMBYnaTopHas NPAKTUKA NPUMEHEHMS
QHTUOAKTEpPUANbHBIX CPEACTB B IEYEHMM OCTPbIX
PEeCcnUMpPAaTOpPHbIX 3a60neBaHUMN Y aeTen

O. 1. MUKY3A, J. E. SUTAHLLUUHA, 1. P. MATCYMOBA,

kadenpa nponeaesTMKU AeTCKUX BonesHen U GbaKynbTETCKOM NEAUATPUM C KYPCOM AETCKMX
6onesHen neuebHoro dbakynsreta (3ae. — npod. O. U. MNukysa) KasaHckoro rocygapcreeHHoro
MeAMUMHCKOro YHMBepcuTeTd, kKadbeapa KIMHUYeckon papmakoTepanmm

(3ae. — npod. J1. E. 3uranwmna) KasaHckon MeauumHCKoM akagemmm.

OcTpble pecnupaTopHble 3ab6onesaHna (OP3) 3aHMMaloT Befyllee MecTo
B NaTonoryn AeTCKoro Bospacta. [0 3nMaemMmonornyecknm AaHHbIM pac-
NPOCTPAHEHHOCTb VX Y AeTEN U NOAPOCTKOB B 6 Pas Bbllle, YeM Y B3POCIIbIX.

M3BecTHO, uto OP3 — rpynna 3aboneBaHUii CO CXOAHBIMY 3MMAemu-
OJIOTUYECKAMN U MHOTUMU  KIVHWYECKUMI OCOBGEHHOCTAMYU, HO KpaunHe

pa3HoobpasHoi 3TMonoruen: pecnmpatopHo-supycHoin (OPBW, rpunn),
3HTEPO-, KOPOHABMPYCHOW, GaKTepuanbHOW, B TOM 4YuCie XNamUANAHON
1N MUKOMNa3MeHHOM.

OP3 yallle BCEro BO3HVKaeT B XONOAHOE BPemMA rofa — C OKTAGPA no
anpenb C NKom B peBpane mecaALe; MHOEKUMN, Bbi3BaHHblE MUKOMIA3MOIA,





