OerMHaJ'I bHafA CTaTbAd

A.M. Mam6eTtoBal, P.A. }etnwes?, H.H. Wa6anosa?, T.P. Unaapokos*

1 KabapanHo-bankapcKkuin rocyaapCcTBEHHbIN YHUBEPCUTET, Hanbumnk
2 CaHKT-lNeTepbyprckan rocyaapcTBeHHas MeaULIMHCKan NeaMaTpuyeckas akagemus

NMpoayKUUA peHUHaA U anbOCTEpPOHA
y AeTen c ruapoHedPpo3om

B 3aBUCUMOCTHU OT CTEMNEHU TAXKECTHU
HeaudPepeHUMPOBaAHHOU AUCNIAa3UMU
COeAUHUTE/IbHON TKaHU U BPEMEHH
yCTPpaHEHUSA MOYeBOU OOCTPYKLUUMU

KoHTaKkTHasa undopmauus:

Mam6eTtoBa AHeTa MyxamenoBHa, KaHAMAAT MeAULMHCKUX HayK, JOKTOPaHT Kadeapbl AETCKUX 6one3Hew, akylepctsa 1 ruHekonorun KBIY, 3aBeayiollas
AeTCKUM Hedponornyeckum otgeneHunem M’Kb N2 1

Appec: 360000, Hanbuuk, yn. fonoeko, a. 7, Ten.: (8662) 42-11-86, e-mail: amm-0007@rambler.ru

Cratbfl noctynuna: 20.10.2011 r., npuHaTa K neyatu: 15.11.2011 r.

B cTtatbe obcyxaaloTcs 0COOEHHOCTH MPOAYKUMM PEeHMHa M aib[oCcTepoHa y AeTei C rMapoHedpo3oM B 3aBUCUMOCTH
OT CTEMNEeHM TAKECTU HeanGpepeHUNPOoBaHHOM aucraasmm coegnHuTeabHon Tkann (HACT) u AnnTenbHOCTH 06CTPYKTMBHOIO
cuHapoma. OcHoBaHMeM 4151 JaHHOIo UCCe[0BaHMs MOCYXUN TPU 06CTOATE/IbCTBA: NpeACcTaBleHne o rmapoHeppo3e Kak
0 BHYTpeHHeM peHoTunmyeckom rnpmuaHake HACT; aKT ycTaHOBIEHNS y BCEX IETEHN C BPOXAEHHbIM MMAPOHEDPO30M CUHAPO-
ma H/CT pa3in4Hou cTeneHn TIKECTHU, BAUSIHUE cpeaHen n Tsxenon cteneHen HACT Ha popmmpoBaHme HEPPOCKIEPO3a,
XapaKTep Te4eHUs1 U CKOPOCTb MPOorpeccrpoBaHms No4eYHon naToaormm; cCoBpeMeHHble rnpeicraB/ieHns 06 y4acTum peHuHa
M a/b[JOCTEPOHA HE TOJIbKO B PErynsiunn 31eKTPOJIMTHOro 6anaHca 1 Ba3oOMOLIMU, HO U B CTUMYyAsiLuMn ¢pubporeHesa. Llenb
paboTbl — OLIEHUTb MPOAYKLUMIO PEHMHA U allbOCTEePOHa y AeTek ¢ rmapoHe(ppPo30M B 3aBMCUMOCTH OT CTEMNEHN TSIKECTH
HACT n BpemeHu ycTpaHeHus ModeBoi o6¢TpyKumnmn. O6caeqoBaHo 39 geten n nogpoCTKOB C rMapoHeppo30oM. BbigeneHsl
rpynmnbl 60/1bHbIX B 3@aBUCMMOCTM OT cTerermn Tsxkectn HACT v AnnutenbHOCTU 06CTPYKTUBHOIO CUHAPOMAa. BriepBbie BbisiBie-
Ha CcBs3b NMPOAYKUMU PEHMHA CO cTerneHblto Tsxecty HACT. CpeaHsis u TsXKenas CTeneHu TS)KeCTU COMPOBOXAAIOTCS runeppe-
HUHEMMWEN HE3aBUCUMO OT A/IMTEJIbHOCTM OBCTPYKTUBHOIO CMHAPOMa U XapaKTepuaytoTcs 6os1ee paHHUM GOpMUPOBaHUEM
HeppOCKIepo3a, peUnanBUpPYyIOLMM TEYEHMEM BTOPUYHOIO NMUesoHedpuTa v nporpeccMpoBaHMeM MoYe4YHON HeAOCTaTou-
HocTH. TunepnpoAyKUmMs: anbOoCTEPOHa B MEHbLLUEN CTEMEHM CBsA3aHa co cTeneHbio Tsxkectn HACT, oTpaxaeT A/IMTe/IbHOCTh
06CTPYKUMU, BIUSIET HA HOPMUPOBaHNE apTepuasibHON rMNepTEH3NN.
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Renin and aldosterone production in children
with hydronephrosis with relation to the severity
of non-differentiated connective tissue dysplasia
and time of urinal obstruction elimination

This article covers peculiarities of renin and aldosterone production in children with hydronephrosis with relation to the severity of
non-differentiated connective tissue dysplasia (NDCTD) and time of urinal obstruction elimination. The grounds for this study are: the
notion about hydronephrosis being an internal phenotypic indication of NDCTD, presence of NDCTD of various severity in all children
with hydronephrosis, correlation between presence of moderate to severe NDCTD and nephrosclerosis formation, type and time of
progression of different forms of renal pathology; modern conception of rennin and aldosterone participation not only in electrolyte
balance regulation and vasomotion, but in fibrogenesis stimulation as well. Study objective — to evaluate renin and aldosterone
production in children with hydronephrosis with relation to the severity of NDCTD and time of urinal obstruction elimination. 39 patients
with hydronephrosis participated in the study. Groups were designed with relation to the severity of NDCTD and duration of the
obstruction. The relation between rennin production and severity of NDCTD has been shown for the first time. Moderate to severe
forms of NDCTD were accompanied with hyperreninaemia regardless the time of obstruction duration and are characterized by early
nephrosclerosis formation, relapses of secondary pyelonephritis and renal failure progression. Hyperaldosteronism mostly reflects time
of obstruction duration, also adds to srterisl hypertension formation, but is not clearly related to the severity of NDCTD.
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OpuruHanbHas ctaTbf

BnepBble Ha co4yeTaHWe BHELWHWX NMPU3HAKOB AM33MOPUO-
reHesa c aHoMaauaMu CTPOEHUS NMOYEK U OPraHoB MOYEBbI-
BeaeHna B 1988 r. ykazanu M.C. UrHatoBa u [1. [poccmaH
[1]. B cBeTe coBpeMeHHbIX MPeACTaB/ieHUWH O CUHApPOME
AWCnNasun coeuHUTENbHOW TKaHu [2] BPOXKAEHHbIW TMAPO-
Hedpo3 paccMaTpuBaeTCs KakK BHYTPEHHWH deHoTUnu4e-
CKMM MPU3HaK AaHHoOro cuHgpoma. o MHeHuo Hedpono-
roB [3], B OCHOBe rMAPOHEDPOTUHECKON TpaHcdopmaLmm
MOYKMN NEXMUT HE TONbKO NMOBbLILEHWE AABNEHWS B NIOXaHKaXx,
HO M HernpaBwibHOE GOPMUPOBAHUE CTPYKTYPbl KIETOUYHbIX
3/1EMEHTOB HedpOHa.

PaHee Hamu 6bIN0 yCTAaHOBNEHO, YTO BCE AETU C FMAPOHED-
po3om umetoT HACT pa3nnyHom CTENEHN TAXKECTU, BbISIBJIEHO
BAUSIHWE cpefHen 1 Taxenon cteneHen HACT Ha dopmupo-
BaHMe HedpoCKIepo3a, xapaKTep TeYEeHUs U CKOPOCTb Mpo-
rpeccMpoBaHms novyeyHomn naronorum [4].

CywiecTBeHHas pofib B naToreHe3e BTOPUYHbIX CTPYKTYPHbIX
M3MEHEHUN B MOYKE MPU r’MAPOHEPPO3€E NPUHALNEKNUT KOM-
NMOHEHTAM PEHWH-aHMMOTEH3WUH-aNbA0OCTEPOHOBOM CUCTEMDbI
(PAAC). UccnepnoBaHnue, npoBeaeHHoe S. Klahr (1998), noka-
3bIBaeT, YTO NapuunanbHas O06CTPYKLMSA MOYETOYHWMKOB MPU
rnapoHedpo3e BbI3blBAET KacKaj B3aMMO3aBUCHUMbIX OTKIO-
HEHWN, BKIIOYAIOWMX U3BMEHEHUS B KaHanbLeBbIX pepMeH-
TaX, OTBETCTBEHHbIX 3@ CEKPELMIO U CUHTE3 Ba30aKTUBHbIX
BELeCTB, B YaCTHOCTU aHrMoTeH3uHa I, Tpom6oKcaHa A,,
KOTOpble MNPUBOAAT K MNPErioMepynsipHON KOHCTPUKLUK
N ULLEMUYECKMM NoBpexXaeHnsam [5].

[JanbHenwune wuccnefoBaHns B 3TOM HarnpaBieHWU CBM-
[eTeNnbCTBYIOT O TOM, YTO aHrMoTeH3uH |l n anbaocTepoH
He TO/IbKO y4acTBYIOT B Ba3OMOUMK U perynsuuun G6anaHca
Na u K, HO 1 JgencTByOT Kak daKTopbl pocTta, CTUMYINPYS
NpoayKLMIio TpaHchopmMupytoLwero gaxktopa pocta 3, CUHTES
KonnareHa | Tuna u ¢ubporeHes [6-9].

BnuaHue ctenenn tsxkect HACT v AnnTenbHOCTUM OGCTPYK-
TUBHOIO CMHAPOMa Ha NPOAYKLMIO PEHUHA W anbAocTepoHa
npyu BPOXAEHHOM rMAPOHEPPO3€e He UccneoBaHo.

Llenb uccnepoBaHUA: OLEHUTb NPOAYKUMIO PEHMHA U alb-
[OCTepoHa y Aeten ¢ ruagpoHedpo3om B 3aBUCMMOCTH OT CTe-
neHn Tsxkectn HACT u BpemeHW yCcTpaHeHUs MOo4YeBOW
O6CTPYKLMK.

MALUMUEHTbI U METOA4bI

O6cnenoBaHo 39 geten M NOAPOCTKOB B Bo3pacTe oT 3 4o
17 net (oeBoyek — 12, ManbynkoB — 227) C rMapoHed-
poTMyecKon TpaHchopmauumen noyveKk. Kputepuamu guar-
HO3a SBWIUCb AaHHble Y3W opraHoB MOYEBOW CUCTEMBI
(OMC), aKcKpeTopHoM yporpaduu, MopdOSIOrMyecKoro
ncecnegoBaHus.

Y 82,1% 60/bHbIX NPUYUHON FTMAPOHEDPOTUYECKON TpaHC-
dopmaumm SBUACA BPOXKAEHHbLIM CTEHO3 NuenoypeTe-
panbHOro cerMeHTa, Npu 3TOM MOPHONOrMYECKHM BbISIBAEH
CK/Iepo3, runonaasunsg Mblll, pa3HOW CTeneHu, o4arosas
MHPUNbTPALMA MOHOHYKNeapamMu MNOACAU3UCTOro C/of.
Y 17,9% 60nbHbIX UMEN MeCTo ypeTepornapoHedpos, BO3-
HUKLIMI BCNeAcTBME CTeHO3a AUCTaNbHOro OTaena Moye-
TOYHMKA, C MOPPONOrMYECKM NOABEPKAEHHBIM CKI1EPO30M
MbILIEYHbIX BOJIOKOH, NEPUBACKYNSPHON MOHOHYKNeapHoM
MHOUAbTPALMEN.

[na npoBeaeHWs UccnefoBaHUS BCE MaLMEHTbl Gbinn pas-

neneHbl Ha Tpuy rpynnbl: | — 10 4enoBeK C NEerkon CTeNeHbo
Taxkectn HACT, Il — 24 yenoBeKa CO cpedHEN CTEMEHbO
Taxkectn HACT; Il — 5 yenoBek ¢ Taxenon crenenoto HACT

(B CBA3M C MaNOYUCNEHHOCTbLIO TPyrmbl NaLUEHTOB C TAXe-

now crenexbto HACT npun aHanuse pe3dynbratoB OHW 06beau-
HstoTCS ¢ rpynnon ll).

OueHKa CcTeneHu TSKEeCTU AMCMNacTMYECKOro cuHapoma
npon3BOAuIach B COOTBETCTBMU C PEKOMEHALUAMM, U3N0-
YEHHbIMM B POCCUMNCKMX PEKOMEHAaLMsAX Mo anroputMam
[WarHOCTUKM HapyLIEHWUS CTPYKTYPbl M QYHKLMIA COEaMHMU-
TenbHOM TKaHu [10]. Bce pgetn obcnefoBaHbl Ha Hanuyne
36 BHewHunx npusHakoB HACT co CTOpPOHbI KOCTHO-CKe-
JIETHOW, CYCTaBHOW, KOXHO-MbllWe4yHon cuctem, 11 BHy-
TPEHHMUX GEHOTUMUYECKNUX NPUBHAKOB CO CTOPOHbI 3pUTENb-
HOW, CepAeyvyHO-CoCyaANCTOM M MOYEBOM CUCTEM, a TaKkKe
TaK Ha3blBaeMblX MUKpOaHOManun pa3sutus. [danee npo-
BeJeHa OLeHKa 3Ha4MMOCTHU OTAE/IbHbIX KITMHUYECKUX Map-
KepoB B Gannax, npeanoxeHHasa T. WM. KagypvHol n coaBT.
[2]. Nerkas cteneHb Tsxect HACT npu 6anibHOM OUEHKe
BHELWHNX GEHOTUNMYECKMX MPU3HAKOB COOTBETCTBOBasa
B cymme 12 6annam, cpegHss cteneHb Tsxectu HACT
He npeBbllana 23 6annoB, TAKenas cTeneHb COOTBETCTBO-
Bana 24 v 6onee 6annam.

B 3aBMCMMOCTHM OT CPOKOB YCTPaHEHUS MOYEBOW OGCTPYKLINM
BblaeneHbl 4 rpynnbl 60/bHbIX: 1-9 (9 4enoBeK) — 06CTPYKLMSA
yCcTpaHeHa Ha 1-M rogy XusHu; 2-g (9 4enoBeK) 06CTPYKLMS
ycTpaHeHa B 2—-3 rofa; 3-9 (13 4yenoBeK) 06CTpyKLUMS ycTpa-
HeHa B 4-7 neT; 4-9 (8 4enoBeK) — 06CTPYKLMS yCTpaHEHA
nocne 7 net. KOHTpOAbHyO rpynny coctaBunm 12 KinMHuye-
CKM 340POBbIX JeTen, CONocTaBUMbIX MO BO3PacCTy.
MpuymMHOM MNO34HEW [AMArHOCTUKM M KOPPEeKLMWU MopoKa
y 06cnefoBaHHbIX HAMK JeTen ABASETCA OTCYTCTBUE KIUHU-
YECKMUX MPU3HAKOB MOPaXKEeHUs MOYEK Ha PaHHUX CTagusax
06CTPYKTMBHOIrO cuHapoma. B rpynne 2 y 88,2% neten
NOPOK AMArHocTMpoBaH npu ob6cnegoBaHUM MO noBoay
MHOEKLMN MOYEBOM cucTteMbl. Y aeten 3-n u 4-i rpynn
Beaylwen npuyMHor obpalleHust K Bpady 6bi1 60neBow
CUHAPOM, NMUEIOHEDPUT U CUHAPOM apTepuanbHOW runep-
TeH3uu (Al). Pogutenn Tpoux geTen ¢ BHYTPUYTPOOHO BbIsiB-
NIEHHbIM TMAPOHEDPO30OM OTKa3aiMCb OT CBOEBPEMEHHOM
onepauuu, aTM getm 6bliM onepupoBaHbl B 601ee No3gHue
CPOKM 1 BOLWIMK B rpynnbl 2 1 3.

Bcem nauueHTam npoBefeHo MojiHoe KIWMHWKO-iabopaTop-
Hoe 1 Hedpo-yponornyeckoe o6cnefoBaHue, BRIOYatoLLee:
nccnefoBaHMe KIMHUYECKOro U GUOXMMMWYECKOrO aHanM30B
KPOBW Y MOYU (KNTMHUYECKWI aHaNN3 KPOBMU, 0BLLMI U KoNnye-
CTBEHHbIV aHanM3bl MOYM, ONpeaeneHne CbiIBOPOTOYHbIX YPOB-
HeW MOYEBMHbI, KpeaTUHUHA, 06LLero 6eKa, 3/IeKTPOIUTOB
KpOBM), GaKTEPMONOrM4YecKoe MccneaoBaHne MoYu, aHaaus
Y3W opraHoB MOYEBbIAENNUTENBHON CUCTEMbI, IKCKPETOPHYIO
yporpaduio, BOCXOAALLYIO MUKLMOHHYIO LMCcToypeTporpaduto,
9xo-Kapanorpaduio, CyTO4HOE MOHWUTOPUPOBAHME apTepwu-
anbHoro gasnexus (CMA/), paguoHyKNMAHbIE UCCIeA0BaHMS
(papnonsoTonHasa peHTtreHorpadusa, aAMHamudeckas Hedpo-
cumHTUrpadus). Ana oueHkM MopdOSIOrMYeCKnX 3MeHEeHUN
NpPoOBOAMIOCL CBETOOMNTUYECKOE WccrefoBaHWe 6GMonTaToB
TKaHeW CTEHO3MPOBAHHbIX Y4aCTKOB MNWeNoypeTepanbHOro
CerMeHTa U AUCTanbHOro oTAaena MOYETOYHMKA, MONYHEeHHbIX
B Xo[4e ornepauuu WM OKpalleHHbIX FreMaTOKCUIMH-303UHOM.
PacueT BenlM4ymHbl CKOPOCTU Ky6o4KoBoM dunstpauum (CKP)
npoussoaniacs no ¢opmyne LBapua. CornacHo Knaccu-
duKkaumm H.A. JlonaTknHa (1969-1978), Ha OCHOBaHWMU
noKasaTenenm paanon30TOMNHbIX WCCNefoBaHWW BbisBEHa
cTeneHb HapyweHus ¢yHKuumM nodek. CMA/L npoBoannoch
Ha annapate BP Lab 2.0. a20W. ApTepuanbHoe gaBneHue
(AL) namepsnocb 1 pa3 B 30 M1H B AHEBHOE Bpemsa U 1 pa3s
B 45 MMH — B HO4YHOe Bpems. lpu aHanuse oueHuBanu



cpefHue 3HavYenuns AL, MHAEKCbl BDEMEHM, CYTOYHbIN UHAEKC
Al. 3a apTepuanbHylO rMNEPTEH3UIO NPUHATLI 3HaveHna AL
Bbllwe 95-ro nepueHTUNa 4na AAvHbl Tena pebeHkKa.
MpoAyKLMIO peHWHA U anbAoCTEPOHA OLLEHMBANW Ha OCHOBa-
HUW oNpeaeneHns YPOBHA PpeHMHa M anbAoCTepoHa B nNiasme
KPOBMU (B NOMIOXEHMU NieXXa) UMMYHODEPMEHTHBIM METOO0M.
McenenoBaHma BbINONHEHbI Ha Kadeape naToormyeckon
du3nonorun CaHKT-lNeTepbyprcKon nefmaTpu4eckon Meau-
LIMHCKOM aKaJeMuun C MCNosib30BaHWeM Habopa peareHToB
dupmbl RUO (CLLA). CornacHO MeToAMYECKMM PEKOMEH-
naumsam JaHHOM GUPMbl, HOPMOW KOHLIEHTpaALUMKU PEeHMHa
ansetca gnanasoH 0,08-1,13 Hr/mna, anbgoctepoHa —
10,0-160 nr/mn npu 3abope KPOBM B MOJIOKEHUU Nexa.
YpOBHM peHWnHa W anbAoCcTepOHa COMoCTaBWAM C BO3pacT-
HbIMW Kone6aHusamu ropmoHoB (H.Y. Ty, 1997), BbIaBNEHO
COOTBETCTBME BO3PACTHLIM KPUTEPUSAM HOPMBbI.
Cratuctuyeckass o6paboTKa BbIMNOMHEHA C UCMNONb30BaHU-
eM CcTaHAapTHOro naketa nporpamm Statistica for Windows
v. B.77. ¢ ucnonb3oBaHWeM KpuTepueB MaHHa—YWUTHH,
®duwepa, CtblogeHTa. KonnyectBeHHble nepeMeHHble npea-
CTaB/ieHbl B BMAE CPefHEro 3HayeHns £ ctaHaapTHas ownbKa
cpeaHero 3HavyeHus. AHanM3 CBA3U NepeMeHHbIX NPOBOAMIN
C BblYMCEHMEM KO3 bduHUmMeHTa Koppensaumm CnupmeHa.
KnnHnyeckoe o6cnegoBaHue 60/bHbIX MPOBOAMIOCH Ha
6a3e peTcKkoro Hedponornyeckoro otaeneHusa MKB Ne 1
r. Hanb4uka.

PE3YJIbTATbI

Kak cneayet 13 1abn. 1, BO Bcex rpynnax 60/bHbIX npeobna-
[lann ManbyuKK1 C NuenoypetepasbHbIM BapnaHToM CTEHO3a,
C OJHOCTOPOHHWM XapaKTepoM nopaxeHus. MNpu nerkom cre-
nexnu Taxect HACT umenacb TONbKO nuenoypetepasnbHas
06CTPYKLNS.

Taxenasa creneHb HACT yalle oTMeYanacb MMEHHO Yy aeten
C paHO [AMarHoCTMpPOBaHHbIM MOPOKOM, a ferkas cre-
neHb — Npv AMarHOCTUKE U KOPPEKLMM MOPOKa nocine 7 ner.
B aToM e rpynne He 6bl10 60/bHbIX C TAXKENON CTENeHbIo
Taxectn HACT.

AHanun3 coaepxaHua peHuWHa W anbAoCTepoHa B njaasme
KPOBM BbISIBUJT NOBbILLEHWE YPOBHEN OAHOMO MK 06OMX rop-
MOHOB Y 78,9% aeten ¢ ruapoHedpo30m.

BbisiBNneHa oTyeTnMBas 3aBMCMMOCTb MIA3MEHHOMO YPOBHS
peHuHa ot cTtenenu Tsxkectn HACT (tabn. 2).

Y 60nbHbIX CO CPEeAHEN U THKENOW CTENMEHAMU THAXKECTU
HACT (rpynna IlI) KOHUeHTpauusa peHnHa 6bina B 3 pasa
Bbllle, YeM Mpu NEerkon creneHu TsxKecTu (rpynna |).
3aBUCUMOCTb YPOBHS anbJOCTEPOHA OT CTEMEHU THXKECTU
HACT He BbiSiBNeHa.

MNoBbIlWEHHOEe coaeprkaHMe OJHOro MM 060MX FOPMOHOB
NPOrpeccuBHO BO3pacTasno ¢ 66,7% npu KOppeKLMM NopoKa
Ha 1-m rogy ®u3Hu o 100% y 60nbHbIX, rAe oTMeYyeHa Nosa-
HSS TMKBMUAAUMS NOPOKa.

OLieHKa NPOAYKLIMK PEHUHA U anboCTEPOHA Y ETEN C rma-
poHEhPO30OM B 3aBUCMMOCTM OT BPEMEHW YCTPaAHEHMUSA
MOYEBOW OGCTPYKLIMM BbIIBUMA, YTO KOHLEHTPALMA PEHM-
Ha BO BCex rpynnax 60/bHbIXx Gblna 605ee BbICOKas, 4eMm
B KOHTpOAbHOW rpynne (p < 0,05), He3aBUCUMO OT AUTENb-
HOCTWM OGCTPYKTMBHOIO CMHAPOMA M MaKCMMasbHa y AeTewn,
OMepupoBaHHbIX Ha 1-M rofy usuu (3,6 £ 1,2 Hr/mn).
KoHueHTpauus anbgocTepoHa TaKKe Obla BbICOKas BO BCEX
rpynnax B CpaBHEHUM C KOHTPONbHOW (p < 0,05), MakcumanbHa
y AeTeN, onepupoBaHHbIX nocne 7 net (227,7 + 56,4 nr/mn).
Pasnununin mexay rpynnamu no KOHUEHTPaLU PEHUHA U anb-
[OCTEPOHA He YCTaHOB/IEHO.

Koppensauus mexay nnasMeHHbIM YPOBHEM PEHMHA U anbao-
cTepoHa (r = 0,6; p < 0,05) BbiAsBNEHa TONbKO B 3-1 rpynne.

Ta6nuua 1. XapaKkTepucTnKa AeTen oTHocuTeNnbHO ctenexu Taxectn HACT

I(n=10) Il (n = 24) Il (n =5)
MyCKOM 7 16 4
Mon
HeHckui 3 8 1
MuenoypeTtepanbHbIv 10 18 4
YpoBeHb 06CTPYKLINK
My3bIPHO-MOYETOYHUKOBbIN 0 1
1roa 2 3
[AnTenbHOCTbL 2-3ropa 2 1
0GCTPYKUMH 4-7 net 2 10 1
Bonee 7 net 4 4 0
[1BYyCTOpPOHHEE NnopakeHne 1 1

Ta6nuua 2. KoHLeHTpaLmMs peHrMHa 1 anbAocTepoHa B nna3mMe KPoBM y 60/bHbIX ¢ rTMAPoHedPO30M B COOTBETCTBMM CO cTeneHbto Tskectn HACT

1(n=10) Il (n=24) KoHTponbHas (n = 12)
PeHuH (Hr/mn) 0,95 + 0,17** 3,15+ 0,26 * 0,9+0,02 0,08-1,13
AnbOCTEPOH (Nr/Mi) 147,1 + 73,5%* 192,7 £ 90,4 91,3+121 10,0-160,0

MpumevaHune. * — pasnnynsa goctoBepHsbl (p < 0,01 ) mexxay rpynnamu | u 1l No KOHUEHTPaLMK PEHUHA; ** — pa3nnyns He JOCTOBEPHbI

(p > 0,05) mexay rpynmnov KOHTPONS 1 rpynnomn |.

i
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Puc. 1. HYacTtoTa runeppeHuHeMumn 1 runepanbhocTepoHn3mMa
y 60NbHbIX C Nerkon crenexbio TsxkecT HACT oTHOCKTENBHO
BPEMEHU YCTpaHEHUSt MOYEBOM O6CTPYKLIMK

Puc. 2. YactoTa runeppeHuHeMum u runepanbaocTepoHn3mMa
y 60/bHbIX CO cpeaHen/Taxenomn cteneHsmu Tsxkectn HACT
OTHOCUTENBHO BPEMEHU YCTPAHEHUSA MOYEBOW 06CTPYKLUK
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BaxkHas, Ha Haw B3rag, UHdopmauma Gblna nonyvyeHa npu
aHanuse 4acToTbl TMNepPnpoayKLMN PEHUHA W albAoCTEPOHA
COOTBETCTBEHHO cTenexu Taxectn HACT u BpemeHu ycTpa-
HeHUs 06CTPYKLUMK (puc. 1 u 2).

Mpn nerkon ctenenn Taxectn HACT oTcyTtcTBOBaNM
rMNepnpoayKLmnsa peHMHa U anbAocTepoHa y 60MbHbIX, rae
0OCTPYKLMS yCTpaHeHa Ha 1-M rogy u3Hu (1-a rpynna)
(c™m. puc. 1). Bo 2-i 1 3-i rpynnax umenach nullb runep-
NPOAYKLUMSA aNbAOCTEPOHA Y MOJIOBUHbI AETEN, MPU 3TOM
OHa He coyeTanacb C MOBbIWEHHOW MPOAYKLMEN PEHUHA.
Mpn no3gHen KoppeKunn nopoka (4-a rpynna) BbisBAEHA
TOMIbKO M30/MPOBaHHasA rMnepnpoayKuns oAHOro U3 rop-
MOHOB, NMpu aToM Y 75% aeten nmen Mecto U30JIMPOBaHHbIN
runepanbfoCTEPOHU3M.

CpepnHsasa/Taxenas crenenu Tsaxkectr HACT conpoBoXaanuch
rMNepnpoayKLUmMen peHruHa 1 anbaocTepoHa y 60blWNHCTBA
neten Bcex rpynn (cm. puc. 2). MNpu KOppeKLuun nopoka
B MepBble TPW roga XM3HW npeobnagaer cTumynauma o6o-
nx ropmoHoB (57% — B rpynne 1 n 83,3% — B rpynne 2).
B 3-v rpynne y 54,5% petev nmena Mecto n3onnpoBaHHas
runeppeHnHemus. MNpu No3gHen AMarHoCTUKE U KOPPEKLIMK
Mo4eBOMn 06CTpyKumMK (4-a rpynna) y 100% 60nbHbIX nmena

MEeCTO MOBbIWEHHAs MPOAYKUMS KaK pPeHuHa, Tak U anbpo-
cTepoHa, npu atoM y 50% feten oTMeYanocb NOBbIWEHWE
YPOBHS 060UX TOPMOHOB B KPOBMU.

Mpumepom HebnaronpuaTHOro TevyeHus 3aboneBaHus
SBNSETCA C/y4yal OAHOro M3 JeTel co cpeaHen crene-
Hbto Tsxkectu HACT, Boweawero B rpynny 3, y KOTOPO-
ro rmapoHedpos Obll ANMATHOCTUPOBAH BHYTPUYTPOOBHO,
HO MpoonepupoBaH 6bl1 TONBKO B BO3pacTe Natu net. Mpwu
obcnenoBaHMn B Bo3pacte 10 neT oTMeYeHa BbIiCOKast
runeppeHnHemMuns 6e3 runepanbaocTepoHM3Ma, Hapylue-
HUE TYOYNnsapHbIX PYHKLMWA MOYEK M CHUKEHWE CKOPOCTH
Kny6oykoBon dunetpaumm (CKP). B 12 neT manbyunKy npo-
n3BegeHa HedPIKTOMUSA BTOPUYHO CMOPLLEHHON TMApPO-
HEPPOTUYECKON MOYKMW.

[MNeppeHuHemMUs Npu cpeaHen/TaXKenomn CTeneHn TAXKeCTH
HACT vauwe co4vyetanacb C BTOPUYHLIMU OCIIOKHEHUAMM
ruapoHedpos3a n HapylleHneM GyHKLMK Noyek (Tabn. 3).
TonbKO y 60NbHbIX CO CPELHEN /TAKENOWN CTENEHBLIO TAXKECTH
HACT, no nokazaTtensam paguoM30TOMHbIX WCCe0BaHUM,
UMEeNNCb TepMUHaNbHasa cTagusa rmapoHedposa C notepew
PYHKUMM noyvek 6onee 50%, ABYCTOPOHHEE MNOpakeHue,
[IOCTOBEPHO Yalle BbiiBAEHbI HEPPOCKIEPO3 U apTepuab-

Ta6nuuya 3. YactoTa KIMHMKO-N1abopaTOPHbIX NPU3HAKOB COOTBETCTBEHHO cTenenu Tsxectn HACT (%)

Mpynnbi
MpusHak
1(n =10) Il (n = 29)

[1ByCTOpPOHHEE NOoparkeHne 0,0 24,1*

HavanbHas 40,0* 20,7
CreneHb HapyleHUs GyHKLMK Panksis 60,0 68.9
(no H.A. JlonaTKuHy)

TepmuHanbHas 0,0 10,3
CK® < 80 mn/MuH 20,0 62,1%*
Hedpocknepos 40,0 82,8*
Hannyne nuenoHedbputa 80,0 79,3
YacTtble peunanBbl nuenoHedbputa 25,0 65,2%*
Hanuyne aptepuanbHOM runepTeH3nu 20,0 41,4%
Mnokannemus 30,0 24,1
MnepHaTpuemmns 50,0 58,6

lNprmevaHme. [JOCTOBEPHOCTb Pa3nnymMi MeXay CTeNeHs Mn TsecTu: * — p < 0,05; ** — p < 0,01. KoppensunoHHble CBA3U Mexay
YPOBHAMM Kanus 1 anbOCTEPOHA, HAaTPUS U anbA0CTEPOHA OTCYTCTBYIOT B rpynnax | u ll.




Hasa runepteH3us. Npu cpeaHen /TAXeNnon CTENEHN TIKECTH
B 3 pasa yvaue oTMevyeHo cHukeHue CK®P, B 2,5 paza —
YyacTble peunanBbl nnenoHedpuTa.

ApTepuanbHas runepTeHsus BoigBneHa y 35,9% aetew ¢ rna-
poHedpO30M, OLHAKO ee YacToTa 3aBUCKUIA KaK OT CTEMEHU
Tsxkectn HAOCT (cM. Tabn. 3), Tak U OT BPEMEHU KOppPEK-
LMK nopoka (puc. 3). Hactota apTepnanbHON rMnepTeH3un
Habnoganacb B 2 pasa yvalle Npu CpeaHen/Tsawenon cre-
neHn Tskectn HACT v 3HauuTenbHO BO3pacTana C yBe-
JIMYEHUEM ASIUTENBHOCTM OBGCTPYKTUBHOIO CUHAPOMA: Mpu
KOppEeKLMN NopoKa B Bo3pacTe nocne 3 net — ao 46%, npu
KoppeKumn nocne 7 net — o 62%.

Y Bcex geten umenacb runepnpoayKums ogHoOro uamnm obomx
ropMoHoB. Y 42,8% 6b1/1 NOBLIWEH B KPOBW TONIbKO YPOBEHb
peHuHa, y 14,2% — TonbKo anbaocTepoHa, y 42,8% noBbi-
WweHbl 06a ropMoHa.

Y 100% aeten nepBbix TPEX rpynn MMeeTcs rMneppeHnHeEMHU-
yecKu BapuaHT Al, npu atom y 55,6% — 6e3 NoBbILLEHHON
NpPOAyKLUMM anbaocTepoHa. [MnepanbaoCTePOHM3M BbISIBAEH
y 44,4% peten B COYETAHUU C TUMEPPEHUHEMUEN.

B 4-1n rpynne runepanbaoctepoHn3m otmedeH y 80% aeten.
Ocob6eHHoCTbO aeten ¢ Al M NO3OHEN KOPPEKLMEN NOPOKa
6b110 Hanuyne y 40% M301MPOBaHHOIO rMnepanbhocTepo-
HM3Ma, T. €. UMEN MECTO MMMOPEHNUHEMMUYECKUIM BapuaHT Al

Y 16 peten n3 30 (53%) Ha doHe runepnpoayKLUnn ogHOro
WM 060MX FOPMOHOB OTCYTCTBOBAs CUHAPOM ATl

OBCYXAEHUE

AHann3 GdaKTMYEeCKUX AaHHbIX MOKa3blBaeT, 4To npu 6Gonee
TshKenow ctenenu Taxkect HACT, He3aBUCHMMO OT AIUTENBHOCTH
06CTPYKTUBHOIO CMHAPOMA, Y 60/bLUMHCTBA 60/bHbIX UMeNach
runeppeHnHemMns. KnuHuyecknme npusHaku ruapoHedposa
npu cpegHen/Taxenon crenenn Taxectn HACT npossnanuch
B 60/1ee€ paHHUE CPOKM, COMPOBOXKAATMCh 60NIEe BbIPaXKEHHbI-
MU QYHKLMOHANbHBIMU U, MNO-BUANMOMY, CTPYKTYPHLIMKU Hapy-
LUEHUAMM B MOYKE, O YHEM CBUAETENbCTBYET CHUMKEHUE CKOPOCTH
KNy604KoBOM dunbTpaLmu (CM. Tabn. 3). ITOT BbIBOA cornacyeT-
csi ¢ MHeHneM M. C. UrHatoBoMn 1 IN. [poccMaHa 0 TOM, YTO «4em
paHee NposiBAsSeTCS NOPOK, TeM 6osee BblpaxeHa GyHKLMO-
HaslbHas HEMOMHOLUEHHOCTb HehpPOHOB» [1], a TaKKe ¢ Habso-
OEHUSIMU B 3KcnepuMeHTanbHbix paboTtax C.P. Peters (1992)
n M.R. Harrison (1982), rae o6CTpyKLMS B paHHEM nepuoae
rectaumMu Bbi3blBaeT GoOpMUpOBaHME AWCHNA3UMKM MOYE4HOM
TKaHM, 0OCTPYKLIMA B MO3AHEN CTaann SMOPUOHANbHON XU3HM
NPUBOANT TONbKO K Pa3BUTUIO rMapoHedpo3a 6e3 NposiBNeHUs
noyeyHow aucnnasuun [11, 12].

CoxpaHeHWe TrUneppeHnHeEMUU U runepanbaocTepoHn3mMa
[aKe nocnie paHHen KOppPeKLMM NopoKa NoaTBEPKAAET TOY-
Ky 3peHus A.J1. Heckuc n coaBT. (2002) o ToM, 4TO M nocne
BOCCT@HOBJIEHMS Naccaxa MOYM COXPaHSAITCS YCNOBUSA Ans
NPOAOJIKEHMS MPOrPecCMpPoBaHUSA NATONOrMYECKMX NpoLec-
COB B MOYKE U MEASIEHHOr0 CHMXKeHUs ee dyHKUMI [13]. Mbl
CBA3bIBAEM 3TO, NpPEXie BCEro, C 0CO6EHHOCTAMMU peaKLmm
coeanHuTenbHon Tkauu npu HACT. CteneHnb Tsxectn HACT,
Mo Halemy MHEeHUI0, IBASeTca onpegensiowmnm GakTopom
CTUMYNSALMKU NPOAYKLIMU PEHWMHA U anbAoCTEPOHA, HECMOTPS
Ha PaHHI00 KOPPEKLMIO MOPOKa.

YpoBEHb anbA0CTEPOHA B KPOBM B BOJbLIEN CTENEHM OTpa-
aeT AIMTENbHOCTb O6CTPYKTUBHOIO CUHAPOMA M HE 3aBMU-
cuT oT ctenenu Taxectn HACT. Mpu anutenbHoOn O06CTPYK-
unm y 75% 60nbHbIX C flerkon crteneHbto Tswectn HACT
nMenacb M301MpPoOBaHHas rMNepnpoayKLMa anbAoCTEPOHA.
MHorue uccnegoBatenn paccMatpuBaloT runepanbaocre-

Puc. 3. YacToTa apTepuanbHON rMnepTeH3un B 3aBUCUMOCTH
OT J/IUTENIbHOCTU O6CTPYKTUBHOMO CUHAPOMA
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Mpynnbi

POHU3M, KaK rnaBHbIM GaKTop nporpeccupoBaHus 6ones-
Hew noyek [7-9].

CuHOpOM apTepuanbHOW TMNepTeH3UU pasBUBaETCs He Y
BCEX AETEW C MNOBbILWEHHON NPOAYKLMEN peHWHa U anbaocTe-
pOHa, a NMWb NPUMEPHO y NoNoBUHbLI. Yactota Al onpegae-
nseTcs, ¢ OAHOM CTOPOHbI, cTeneHbto Taxxectn HACT, a ¢ apy-
rov — OAIMTENbHOCTbIO O6CTPYKTMBHOIO CUHAPOMA.

BKknap peHuHa u anbgoctepoHa B natoreHe3 Al y KOH-
KpeTHoro pebeHKa onpegensercsds MHOTMMW daKTopamu,
HO BeayLyto posb (MNP KOPPEKLIMK NOPOKa A0 6 NeT) urpaet
rMNepnpoaykuns peHuHa (rMneppeHUHeMUYecKun Bapu-
aHT AlN), a nocne 7 netT — anbAoCcTeEPOHU3M. [peobnagaHune
rMneppeHMHeMnn yKasbiBaeT Ha KOHCTPUKTOPHbIM mexa-
HW3M TMNepTeH3Mn. AnbAOCTEPOH, MNOBbLIWAA YPOBEHb
HaTpus B Nna3me, C OAHOW CTOPOHbI, CEHCUOWUIU3UpPYET
COCYAMCTYIO CTEHKY K HEPBHbIM BUAHUSAM, @ C APYron —
NnoBbiWaeT 06bEM LUMPKYIMPYIOWEN KPOBU MPU y4acTuu
aHTUAMYPETUYECKOro ropMoHa. Henb3si MCKI0YUTb Heao-
CTaTOYHOCTb Ba304mMnaTaTopHbIX MEXaHWM3MOB (NpocTarnaH-
[MHOB, KNHWHOB) B pa3suTtuun Al [14].
[MnepanbaoCTEPOHM3M MpPK PeHOMapeHXMMaTo3HOW apTe-
puanbHOW TUNEPTEH3UU, COrNacHoO pAdaHHbiM B.B. JnuH,
COXpaHsaeTcs, HECMOTPS Ha CHUXKEHUE YPOBHS anbOCTEPOH-
CTUMY/IMPYIOLLMX FTOPMOHOB (PEHUHa U afpPEeHOKOPTUKOTPONM-
HOrO ropMoHa), T.e. NpuobpeTaeT He3aBUCUMbIN XapaKTep
[15]. Ha npeuMylleCTBEHHOE 3HayeHue runepanbaocTepo-
HM3Ma B GOPMMUPOBAHUM PEHOMAPEHXMMATO3HON apTepu-
anbHOM rMNepTeH3mmn yKkasbiBaloT MHOrne aBTopbl [16-18].
OTcyTcTBME apTepuanbHOM TUNEPTEH3UU NPU  HaNU4YKUK
rMNepnpoayKLnmM PEHUHA M anbA0CTEPOHA 3aCy>KMBaAET OCO-
60ro BHMMaHus. MNo-Bnammomy, atoT GakT MOXKHO OO6bACHUTb
OMTENbHBIM CcOoXpaHeHWeM 3bPEKTUBHOCTU MexaHU3MoB
perynsunu aptepuanbHOro AaBaeHus Ha CUCTEMHOM YPOBHe,
a TaKXXe aKTMBauMen KMHUHOBOW CUCTEMbI U CUHTE3a Mpo-
cTarfaHiuHOB.

[MNoKanMeMuns He KOppenupyeT C ypOBHEM anbLoCTePOHa
1, NO-BUAMMOMY, OTpaXaeT B 60Jibllel CTeNeHn He3PesioCTb
CTPOEHUS TYOYNAPHOIO 3NUTENUSA U/UIKU ero peLenTopHOro
annapara.

Mbl pasgensem To4ky 3peHus M. C. Urnatosoi u 1. poccma-
Ha, YTO B YCNOBMSAX HAPYLIEHUS CTPOEHUS TYOYNAPHOro 3Mnu-
Tenus B pesyfbTate reHeTUYECKUX WK TePaTOreHHbIX BUS-
HWUWN BO BHYTPUYTPOOHOM Mepuofe MexaHUM3m peabcopbuuu
WU CeKpeuun HapylwaeTcsd. ABTOpbl nonaratT, 4TO UMEHHO
Nno3aToMy y A€TeN C MOYEYHbIM AM33MOPUOreHE30M HEPEAKO
o6GHapyXu1BaeTcs runokannemms [1].
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3AKJ/IIOMEHUE

CpeaHasa u Taxenasa creneHb Taxectn HACT conpoBoxaa-
eTcsl TUneppeHMHemMnen, Hes3aBUCUMO OT ASIUTENIbHOCTH
O0B6CTPYKTMBHOIO CMHAPOMA, M XapaKTepusyloTcs 6onee paH-
HUM dopmrpoBaHneM HedbpOoCKIepo3a, peunanBUpPYoLWLUM
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