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PEDEPAT

LIEJIb: BbISIBUTbL HacTOTY 1 pakTOPbl pUCKa MOPaxXeHus CepaeyHO-COCyaNCTON CUCTEMBI Y AETEN C aQyTOCOMHO-A0OMVUHAHTHOMN
NMONIMKNCTO3HOM 6onesHbto nodek (AAMNBMN). MALUMEHTbI M METO/bI: Buino obcnenosaHo 54 pebenka (27 m/27 o) c AANBI,
MeamnaHa Bo3pacta coctaBuna 12,0 (8,0;15,0) net. Bcem getsam 6bino npoBeaeHo IXO-kapanorpaduryeckoe nccnenoBaHme
Mo CTaHOAPTHOM METOAMKE C MOCNeayoLLMM pacyeToM MaccCbhl MMokapda nesoro xenynoyka (MMJTX), nHgekca maccbl MUO-
kapaa nesoro xenynoyka (MMMJIX) (oTHoweHne MMJTX k pocTy 2,7), OTHOCUTENBHOW TONLLMHBI CTEHOK JIEBOIO Xenyaoyka
(OTCJ1XK). HopmanbHo cumTany reoMeTputo IEBOro xenynoyka npu senndmHe OTCJI1K<0,42-ro n UMMJT1XK<95-ro nepueH-
Tuns. Mpu UMMJ1IXX>95-ro nepueHTtuna n OT3CJ1XX>0,42 pnarHoctnpoBanach KoHueHTpudeckas F'MJTK. OkcueHTpryeckyio
MJTX onpepensann npu MMMITDK>95-ro nepueHtunsa n OTCJ1IK>0,42. KoHueHTpUYeckoe peMoaeMpoBaHne onpenensnm
npu MMMJ1XX<95-ro nepueHTtuna n OTCJIK>0,42. B 3aBucumocTu ot pesynstatoB CMAL Boiensnacsk Al (AD>95-ro nep-
LeHTUNS), Bbicokoe HopmanbHoe ALl (90-11 nepueHTunb <A1>95 nepueHTUnIb) U HopMasbHbIN ypoBeHb ALl (<90-ro nepueH-
Tunsa). CymmapHbiii o6bem noyek (cm®) onpenenanu no peaynstatam Y3U ¢ koppekLmen Ha CTaHaAapTHYIO MOBEPXHOCTL Tena
1 OLEHKOW MO LeHTUbHbIM Tabnuuam. CtaTtnyeckyo HedpOoOCUNHTUTPADUIO C BHYTPUBEHHBIM BBeAeHMEM TC-99Mm-TexHemek
(AMCA) 1 pacyeToM mHAaekca uHTerpanbHoro 3axsata (MN3) nposoannu 25 netam. PE3Y/IBTATHI. Y peteir ¢ AAMNBMN Al
Oblna gmarHoctmpoBaHa B 42,5% cnyyaeB, BblcOkoe HopManbHoe ALl nmeno mecto B 18,5% cnyyvaeB. Cuctonuyeckas Al
B TEYEHME CYTOK CTAaTUCTMYECKM 3HAYMMO Yallle BbIIBSNACh B rpynne AeTelt C CyMMapHbIM 06beMOM noyek, 6onee 4em Ha
50% npesbiwaowmm 97- NepLEeHTUIb, N0 CPAaBHEHWUIO C FPYNMNON AeTel C CyMMapHbIM 06beMOM noyvek MeHee 97-ro nep-
ueHtuns (p=0,03, OP=2,9 (95% AWN:1,4-4,9). CTpykTypHO-DYHKLMOHANbHBIE MEPECTPONKM cepaua B BUAe rmneptpodpum n
pemogenupoBaHmsa Mmmokapaa JIK 6biin BbiseneHbl B 14,8% cnyyaeB y geter ¢ AAMNBI (koHueHTpuyeckas TMJTK — 7,4%;
akcueHTpuyeckas FTMITK — 3,7%; pemogenMpoBaHume nNo KoOHUeHTpuYeckomy Tuny — 3,7%). Y netern ¢ UMMITK>90-ro nep-
LLeHTUNS YacToTa NoBbILEHMS cucTonmyeckoro ALl B AHEBHOE BpeMs 1 anacTtonunyeckoro ALl B HouHoe Bpems 6onee 95-ro
nepueHTUNsA Oblna CTaTUCTUYECKM 3HAYMMO Bbilwe, 4eM y aeteint ¢ UMMITK<90-ro nepueHTuns: 54% npotus 18% (p=0,04),
OP=1,81 (95% [M1:0,93-3,5) n 55% npotne 16% (p=0,008), OP=2,2 (95% OW:0,98-4,6 cooTBeTCTBEHHO). pn cmuctono-
anactonuyeckon Al oTmevaeTcs 6onee BbICOKMiA ypoBeHb MMMITXK no cpaBHEHMIO ¢ N30MPOBaHHOM Anactonnyeckomn Al
[34,15 (30,7; 39) r/m? npoTtus 22,77 (22,04; 23,5) r/m? (p = 0,03)]. Y neteir ¢ UMMJIXKX>90%o0 cTaTUyecku 3HA4MMO valle
BbISABNANN yBenmyeHne obbema nodvek n cHmxkeHme NMM3 no cpaBHeHuto ¢ aetbmu ¢ MMMJ1K<90-ro nepueHtuna [(p=0,04),
OP=1,7 (95% AWN:1,1-2,6) n (p=0,04), OP=1,8 (95% OU: 1,1-3,07)]. BAK/IIOYEHUE. dakTtopom pucka pa3sutus Al' y netei
c AONBMN asnseTca ysenuyeHne obbema novek. Pakropamm pucka passutus FMITDK asnsaoTes cuctonnyeckas Al B fHEBHOe
Bpems, auactonmyeckas Al B HOYHOE BpeMs, YBENIMYEHNE CyMMapHOro obbema noyek n cHuxeHne N3 no pesynsratam
cTatnyeckom HedpocumHTUrpadum.

KnioueBble cnoea: ayToCOMHO-A0MUHAHTHAA NOJIMKMCTO3HAas 60/1Ie3Hb Moyek, apTepuasbHasa runepTeHsns, runeptTpodus
MMoKapAa NeBoro Xenyao4yka, CyMMapHblii 06beM noyek, AeTu.

ABSTRACT

THE AIM: to identify the frequency and risk factors of cardiovascular lesions in children with ADPKD. PATIENTS AND METH-
ODS: 54 children (27M/27F) with ADPKD were examined. The median age was 12 (IQR: 8.0;15.0) years. Standard two-di-
mensional echocardiogram was performed. LV mass (LVM) was calculated, normalized to height2.7 and estimated by centile
tables. Relative wall thickness (RWT) was calculated. Patterns of abnormal LV geometry were defined as follows: LV concentric
remodelling by normal LVMI and RWT >0.42; eccentric LV hypertrophy (LVH) by increased LVMI and RWT <0.42; concentric LVH
by increased LVMI and RWT >0.42. We checked blood pressure with ABPM. Patients were divided into 3 groups according to
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three levels of BP: hypertension (HBP; greater than the 95th percentile for sex, age, and height), high normal blood pressure
(HNBP; 90-95th percentile), and normotension (NBP; less than the 90th percentile). Total kidney volume (cm?) was assessed
by ultrasound, corrected for standard body surface and estimated by centile tables. Renal scintigraphy with 99mTc-dimercap-
tosuccinic acid (DMSA) with the calculation of the integral index of capture (lIC) was performed. RESULTS: Hypertension was
found in 42,5 % of cases, HNBP was in 18,5% of cases. HBP were detected more frequently in children with increased renal
volume (cm3/1,73m?) more than 97%0+>50% compared with children with renal volume less than 97%o: (p=0.03), RR=2.9
(95% Cl:1.4-4.9). Changes in the structure and geometry of the LV were identified in 14.8% of cases (concentric LVH — 7,4%;
eccentric LVH -3,7%; LV concentric remodeling -3,7%). Children with LVMI >90 percentile were more frequently detected
systolic hypertension in the daytime, diastolic hypertension at night compared with children with LVMI <90 percentile: 54%
vs. 18% (p=0.04), RR=1.81 (95% CI:0.93-3.5) and 55% vs. 16% (p=0.008), RR=2.2 (95% CI:0.98-4.6). LVMI in children with
systolic and diastolic hypertension was significantly higher than in children with isolated diastolic hypertension: 34.15 (30.7;
39) vs. 22.77 (22.04; 23.5) (p = 0.03). Increased renal volume (cm3/1,73m2) more than 97%o and decreased I[IC by DMSA
were detected more frequently in children with LVMI>90 percentile compared with children with LVMI <90 percentile: (p=0.04),
RR=1.7 (95% Cl:1.1-2.6) and (p=0.04), RR=1.8 (95% CI:1.1-3.07). CONCLUSION: Risk factor for hypertension in children with
ADPKD is increased renal volume. Risk factors for the development of left ventricular hypertrophy are systolic hypertension in
the daytime, diastolic hypertension at night, increased kidney volume, and decreased IIC by DMSA.

Key words: autosomal dominant polycystic kidney disease, hypertension, left ventricular hypertrophy, total kidney volume,

children.

BBEAEHUE

AyTOCOMHO-IOMHHAHTHAsI TIOJIMKACTO3HAs 00-
ne3nb mouek (AJIIIBIT) — aTo omHO M3 Hanboee pac-
MIPOCTPAHEHHBIX HACJIEICTBEHHBIX 3a00JIE€BaHUN C
9acTOTOH BcTpedaeMocTH B rmomysisiuu 1:1000 HoBO-
pokaeHHBIX [1]. B cTpykTYpe mprunH TepMUHAITBHOH
CTaJIMU XPOHUUYECKOW MTOYEYHON HEJOCTATOYHOCTH Y
B3pocibix namnueHToB AJIIIBIT 3anumaer uerBeproe
MecTo, 9To cocTaBisieT 5—10% penunueHToB moved-
HOTO TpaHcIianTara [1, 2].

AJIIBI1 sBnsieTcss TEHETHYECKH TeTEPOreHHBIM
3aboeBanreM, OOYCIIOBICHHBIM MYTallliedl B IBYX
rerax — PKDI wim PKD2. B 85% ciy4aeB pa3Bu-
THe 3a00JIeBaHMsI CBSI3aHO C MyTanuen B rene PKD ],
JIOKaJTM30BAaHHOTO HAa KOPOTKOM IUIEYE XPOMOCOMBI
16 (16p13.3) 1 OTBETCTBEHHOTO 3a CHHTE3 OeJKa I1o-
mummctenHa 1, a B 15% ciayyaeB — MmyTamnueil B reae
PKD?2, noxanw30oBaHHOM Ha JIMHHOM IUIEYE XPO-
MocoMBI 4 (4921.2) u pOAYIHUPYIOMHUM OEJIOK TI0-
auuucTerH 2. eHOTUNUYECKN JIB€ pPa3HOBHIIHOCTH
3a00MeBaHMs CXOMHBI, HO PA3INYAIOTCS BO3PACTOM
MAIMeHTOB HAa MOMEHT MaHU(ECTAIIH M CKOPOCTHIO
MPOTrPECCUPOBAHUS XPOHUUYECKOW MOYEYHON HEemo-
CTaroyHOCTU. Tak, MpH HAJIWYNH MYTallid B TEHE
PKDI cpemamii BO3pacT IMOSBICHUS TIEPBBIX TIPH-
3HAKOB XPOHHUYECKOM MOYEYHOW HENOCTATOUYHOCTH
COCTaBJISeT 53 TOMa M0 CpaBHEHUIO ¢ 69 romamMu Tpu
MyTaruu B reae PKD?2 [3].

B smoxy A0CTYNHOCTM 3aMECTUTENbHOM MoYey-
HOM Teparvu Ha TEepPBOE MECTO Cpelu MPUYHH Jie-
tasnbHOCTH nanueHToB ¢ AJIITBIT BbixoasT kapauo-
BacCKyJISIpHBIE OCIOKHEHUs. Tak, 1o pe3yrbraraM uc-
cnemoBanus E. Rahman u coasr., B 46,6% ciydaes
MIPUYMNHON JIETAJTHHOTO MCXOJa Y B3POCIBIX TMAIlUEeH-
toB ¢ AJITIBIT ObuTH KapaUOBaCKYISPHBIC OCIIOKHE-
HUS B BHJIE WIIeMHYeckor Oose3nu cepama (46,3%),

3acToitHOM cepaeunoil HemoctatouHoctu (17,1%),
KapauoreHHoro 1moka (12,2%) u np. [4].

Aptepuanbhas runeprensus (Al') BcTpeuaercs y
6ompubIx ¢ AJIIIBIT B 50-70% cnydaeB eme 10 Ha-
CTYIUIEHUSI XPOHUYECKON IMOYEYHON HEJ0CTaTOYHO-
ctu [5]. Bo3pacr BeisiBnenust AI” cocTapmsier, B cpe-
HeM, 32 roma s My>K9uH U 34 ronma Juisl JKEeHIIUH,
TOT/Ia KaK B MOIYJISIINY CPEIHUNA BO3PACT BHIIBICHUS
runeprornueckoit 6onesnn 44-45 met [6]. Pacmopo-
crpanenHocth Al y nereit ¢ A/IIIBII BapsupyeT oT 5
1o 44% ciydaeB, 4TO CBSI3aHO C Pa3IUYUAMU B KpPH-
TEepUSIX U MeToax AuarHocTuku Al' B mmeromuxcs
B HacrosIiee Bpems uccienoBanusx [7]. C BHempe-
HUEM B TPAKTUKY CYyTOUHOTO MOHHMTOpPHHTA apTepu-
anpHOro AasneHus (CMAJI) Bozpocia yactoTa BbIsB-
nenusi A" B CBSI3U C BBICOKOM JIOJIEH CKPBITHIX (hopM
TUIEPTEH3UH y STOU TPYIIEI AeTeid [8].

ITpu AJIIBII moutn y 50% nanuentos ¢ Al BbI-
SBJISIETCSl TUIIEPTPO(dUsT MHOKap/Aa JIEBOTO HKEITyI0u-
ka (I'MJDK) [7, 9]. Kpome Toro, 'MJIK naGmiona-
ercs U y HOpMOTeH3uBHBIX marueHToB ¢ AJIIIBII,
YTO WCKIIIOYaeT TeMoanHamMuyeckuii a¢ddekt kak
€IMHCTBEHHYIO TPUYMHY THUINEPTPOPHUH MHOKapAaa
npu nonukucto3e mouek [10]. AI' u I'MJDK sBns-
IOTCSI MOIIHBIMU HE3aBUCHMBIMH (DaKTOpaMu pHcKa
Pa3BUTHUS CEPAECUHO-COCYANCTON 3a007IeBaEMOCTH U
cmeptHocTH [11]. B3anmocsszs mexay Al u yBenu-
YeHHEM MHJIeKCa MacChl MHOKAp/ia JIEBOTO JKeJTy04-
ka (MMMJIXK) Obinia BeIsIBIIEHA KaK y B3POCIBIX, TaK
n 'y gereir ¢ AJIIIBII [12, 13]. 1o pe3ynsratam eau-
HUYHBIX HCCIIEOBAaHUI YCTAaHOBJIEHO, YTO y JAeTel
C apTepUaIbHBIM JaBICHUEM B MPOMEKYTKE MEKITY
75-M 1 90-M mepUeHTHUIEM UMENIOCh 3HAUYUTEIHHOE
yBenmuuenne UMMUJDK no cpaBHeHu1o ¢ rpymmnoii ae-
terr ¢ A/l menee 50 %o MO BO3pacTy, MOy U JJIUHE
tena [12].
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[To pesynwraram uccinenoanus 1. Helal u coasr.
OCHOBHBIMH (haKTOpaMH PUCKA CEPIICIHO-COCYTUCTHIX
OCJIOKHEHHH y B3pocibix naruentos ¢ AJIIIBIT 6pumm
nmuabert, oxupenne, Al TOBBITIICHE YPOBHSI XOJIECTe-
puHa kpoBH [14]. Jlo HacToAIIEro BpeMEHH HEMOCTa-
TOYHO JAaHHBIX O TOM, KaKHe KIMHUKO-Ta00paTOpHbIC
MOKAa3aTeI MO OBl HCIOJB30BATHCS B KaueCTBE
MIPETUKTOPOB PA3BUTHS KapAUOBACKYIISIPHBIX H3MEHE-
Huil Ha panHux cragusax A/ITIBII.

Ienpro MPOBOAUMOTO HAMHU HCCIICIOBAHUS OBLIO
BBISIBUTh YacTOTy M (AKTOPBl PHUCKA TOPAKCHHUS
CeplIeYHO-coCcynucToi cucremsl y neteit ¢ AJIITBII.

NAUUEHTbBI U METOAbI

B uccnenosanue Obiin BKIIFOYEHBI 54 pebenka (27
MaisarukoB 1 27 aesouek) ¢ AJIIIBIT B Bo3pacte ot
1 mo 17 net, menuana Bo3pacta 12,0 (8,0; 15,0) mer,
HaOIONABUINXCS B OTACJICHUHM HACJIEICTBEHHBIX U
npuobpeTeHHbIx 6ose3neit mouek HUKUM neguarpun
®I'bOY BO PHUMY um. H.U. [Tuporosa.

Kputepuem BkitoueHHss B HcclenoBaHHe Oblia
ANIIBIT y nereit B Bo3pacte ot 1 go 18 met. Kpu-
tepusimu quarnoctuku AJITIBIT cormacHo MexayHa-
POIHBIM pEKOMEHAAIUAM SIBJISUINCH!

1. y neteit mmanme 15 net Hanmuuue 1 wim 2 KuCT
B TMOYKax (OAHOCTOPOHHUX WU IBYCTOPOHHHX) IO
naHHBIM Y3U mpu Hamu4My MOJMKUCTO3a TOYEK Y
POJCTBEHHUKOB IEPBON JIMHUU pojcTBa [15, 16];

2. y moJpoCTKOB crapuie 15 ner nHanuuue Gonee
3 OnHO- WM JBYCTOPOHHUX KHUCT IMPH HAJUYUU TIO-
JMKUCTO3a TIOYEK Y POJICTBEHHUKOB MEPBOM JHMHUU
ponctsa (tabdmn. 1) [17];

3. Hanmu4ue 1o AaHHbM Y3U yBenudenus pazme-
POB MoYeK U 0ojee 5 KUCT (IBYCTOPOHHUX) MPHU OT-
cyTcTBUM cemeiiHoro anamuesa no AJIIIBIT — npen-
noyaraiachk mytanus de novo [16].

Kputepuem uckitoueHus ABISUIOCH HAIUYUE CO-
JUTApPHBIX KUCT MOYEK, ayTOCOMHO-PELECCUBHOM T10-

Tabnuua 1
Kputepuun gnarHoctuku AAMNBI no gaHHbIM
YJibTPa3BYKOBOro UCcrieaoBaHUA y NOAPOCTKOB
ctapuwe 15 net 1 B3pOCAbIX NPU HANUYNUN
OTSAIroL,eHHOW POAOCJ/IOBHO NO AAHHOMY
3a00s1eBaHUIO Y POACTBEHHUKOB MNEepPBO INHUN
poactea [17]

Bospacr, Kputepun YyscTBUTENL- | Cieunduny-
net HOCTb (%) HOCTb (%)
15-29 > 3 knct 81,7 100
30-39 >3 knct 95,5 100
40-59 > 2 xncT B kaxgon | 90,0 100

nouke
Crapuwe 60 | >4 kuct B kaxgoin | 100 100

rnouke
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JMKUCTO3HOW OOJIE3HU TMOYEK, IOJIMKUCTO3a MOYeK
B paMKax HACIJIC/JICTBCHHBIX CHHIIPOMOB (CHHIPOMBI
[Iepmesckoro—Tepuepa, Xunnens—JInanay, bapre—
buns, Ty6epo3HbIil cKiIepos).

OyHKIIMOHAIFHOE COCTOSIHAE TI0YeK OICHUBA-
JIOCh Ha OCHOBAaHUM ONPEJCICHUS] CKOPOCTH KIIy-
OoukoBoit ¢unsrpanmu (CK®D), paccuntaHHOH MO
dopmyie G.J. Schwartz [18] B cOOTBETCTBUU C KJIac-
cudukanueii xponudeckor Oonesznu moyek (XBIT)
HanmonanpHoro moueunoro ¢ouga «HumaTuBa
KadecTBa UCX0A0B Oosie3Hei mouek» (K/DOQI) [19].
Ha MoMeHT BKITIOUCHHSI B HICCIICJIOBAaHHE Y BCEX Jie-
tert CK® 6n1a B mpenenax Hopmer [120 (105,7; 136)
mi/mun/ 1,73 mM?] u coorBercTBoBana XBII 1 cramun.

Bcem gersim, Hapsily ¢ OOLICKIMHHYECKUM 00-
cienoBaHueM, PoBOAWIOChE Y3 mouek ¢ OleHKOM
pasMepoB, OIpe/elicHHeM KOJIMYEeCTBa M Pa3MepoB
kuct. [Ipu pacuere oObeMa MOYEK MO pe3ysbTaTam
VABTPa3ByKOBOH OMOMETPHH HCIONB30BaN (hopmy-
JIy YCEUYEHHOTO JUIUICA: 00beM Movek (cM?) = [inHa
x mupuna X tommmHa X 0,53 [20]. C mensro cTangap-
TU3AIAHN [TOTYYCHHBIX PE3YNbTaTOB, ISl UCKIIIOUCHHS
BIIMSIHUSI POCTA M BO3pacTa Ha pa3Mepbl MOYeK IMpo-
BOIMJIACH KOPPEKITHS 00beMa IIPaBOU 1 JICBOM MTOYKH
Ha CTaHJapTHYIO MOBEPXHOCTH TeJa ¢ TOoCceIyomen
OIIEHKOH IT0 EHTUIbHBIM Tabauam [21]. Ha momenT
BKITIOUCHHSI B MICCIIC/IOBAHKE YBEIMUCHUE 00BEMa T10-
uek (V moyex/1,73 mM?> 97-ro mepieHTHIs) BbISBIIS-
J0¢h y 2/3 neteii (65%). YBenuueHue ooObeMa MovekK,
CKOPPUTHPOBAHHOTO HA CTAHIAPTHYIO TIOBEPXHOCTH
tena mMeHee yeM Ha 50% ot 97%o, HabmIOMANOCH Y
2/3 nerelt (n=23, 65,7%), yBeauueHHe 00beMa MOYCK
6oree uem 50%, mpeBbimaromee 97-i MepLEHTHIID,
MMeJIo MecTo y TpeTH netreit (n=12, 34,3%).

Bcem pnetsiM mpoBoAmiioch 3-KpaTHOE H3Mepe-
HHUE apTepHalbHOTO JaBJICHUSI ayCKYJIbTaTHBHBIM
METOJIOM C TOCIICAYIOIIUM BBIYHCICHUEM CPEIHETO
aprepuansHoro namieHus. OIEHKa apTepHalIbHOTO
JABJICHHUS TIPOBOJIMIIACH C MOMOIIBIO peepeHTHBIX
3HAQUCHHH B COOTBETCTBHH C BO3PACTOM, TIOJIOM H
JUTMHOM TeJia.

CyTo4HOE MOHHUTOPHPOBAaHHE apTEPHAIHLHOTO
JIaBJICHUS] C OLEHKOW CpEJHUX 3HAYEHUH CUCTOIHU-
YEeCKOT0 M JIMACTOJIMYECKOrO JIABICHHS, HHJCKCa
BpPEMEHH THIIEPTEH3MH MO CHCTOIMYECKOMY U Jina-
CTOJIMYECKOMY JIaBICHUIO, CYTOUYHOIO pHTMa apre-
pPHATLHOTO JIABJICHHSI B COOTBETCTBUHU C BO3PACTOM,
MOJIOM M JJTMHOW TeJia MpOBEAeHO 46 AeTAM cTapiie
5 ner Ha ammapatax ABPM («Menutex», Benrpus)
u BPlab («Iletp Tenerun», Poccust). B 3aBucumocTn
ot pesynasratoB CMA]J] Boaensimace Al (cpeanuit
YPOBEHb CUCTOIMYECKOTO W/HMJIHM JAACTOIHYECKOTO
JaBieHus: 6osee 95-ro mepUEHTHIIS, UHAEKC BpeMe-



ISSN 1561-6274. Hedponorusa. 2017. Tom 21. Ne2

Hu TurniepTeH3uun 6osee 50%) 1 BEICOKOE HOPMAaTbHOE
AJl (cpenHuil ypoBeHb CHUCTOIMYECKOTO W/WIIM JHa-
cronuaeckoro AJl mexay 90-m 1 95-M eprieHTUIEM,
WHJIEKC BPEMEHH THIEPTeH3UH Mex Ty 25 u 50%).

HopmaTtuBHble MMOKa3aTenu CpeaHuX 3HAYEHUH
AJl y neteit u mogpoctkoB, mo ganasiM CMAJ/L, B
3aBUCUMOCTH OT POCTa, I0Jia ¥ BO3pacTa B3sIThl Ha
ocHoBaHuM pa3paborok M.S. Soergel u coast. [22].

Bcem 54 persMm, BKIIIOUEHHBIM B HCCIIEIOBa-
Hue, ObuIo mpoBenaeHo DXO-kapauorpaduueckoe
WCCIIeZIOBaHUE TI0 CTaHIapTHOM Mertoauke. Mac-
ca muokapma jeBoro xemymouka (MMJDK) pac-
cunThiBajach mo ¢opmyne R.B. Devereux [23]:
MMITK=0,8x[1,04x(TMXII+T3CJIX+KJP)?-
KIIP?)]+0,6. UMMIJIXK paccuuthiBaics 1o ¢hopmyse
de Simone u coasr. UMMIDK=MMJDXK/poct>’ [24].
I'MJIXKX nmmarnoctupoBanace mnpu VUMMITK>95%o
commacHo BospactHoi Tabmuie P.R. Khoury [25].
Pacder OTHOCHUTENBHOM TOMIIMHBI CTEHOK JIEBOTO
xkenynouka (OTCJDK) npoBommics 1o ¢opmyle:
OTCJIK=2xT3CJIK / KAP. 3a 95% OTCJDK nmns
3JIOPOBBIX JIeTEl BCEX BO3PACTOB M IMOJPOCTKOB OBLIO
npunsaTo 3HaueHue 0,42 [26]. HopmanbpHON reome-
TPHUIO JICBOTO JKEJNYAOYKA CUUTAIM TIPU BEIUYHHE
OTCJDK mensre 0,42 1 UMMJIIK menee 95%o. Tumn
PEMOETUPOBAHHS JIEBOTO JKEITy0UKa KIIaCCUPHUITH-
pOBaJICsl B COOTBETCTBUH ¢ pekoMeHaamsM A. Ganau
u coanT. [26]. [Ipu UMMJIDK>95%0 u OT3CJIK 60-
nee 0,42 puarHOCTHMpOBalIach KOHIIEHTpPHYECKas
I'MJDK. Oxkcuentpudeckyto ['MJDK ompenensu
ipu UMMUIDK>95%0 1 OTCJIK mensie 0,42. Kon-
LIEHTPUYECKOE PEMOJICIIMPOBAHUE ONPEACISIN TPU
MMMIDK<95%0 u OTCJIXK 6ombmie 0,42.

Crarndeckasi HeppocuuHTUTpaHs ¢ BHYTPUBEH-
ueiM BBenmerneM *Tc-Texuemek (JIMCA) u mocie-
JYIONIMM PacueToM WHJIEKCa HHTETPaIbHOTO 3aXBaTa
(MA3) npoBoaumack 25 aetam B Bo3zpacte oT 3 70 17
neT [Meauana Bo3pacta 14 (9;15) net], 14 manbunkoB
(56%), 11 neBouek (44%).

CrarucTudeckuii aHaTN3 IPOBOJIUIICS C TIOMOIIIBIO
HemapaMeTPHUYSCKUX METOZOB C OICHKON MeMaHbl U
MHTEPKBAPTHIBHOTO pa3Maxa (25;75-i meprueHTusIn).
3HAYUMOCTh PA3JIMYMHA JIJIs1 HeapaMeTPUISCKUX KO-
JMYECTBEHHBIX TIEPEMEHHBIX TI0 OJHOMY IPU3HAKY

OLIEHUBaJIX 110 paHrosomy U-kputeputo MaHnHa—Yur-
HU, TIPU MHOYKECTBEHHBIX CPaBHEHUSIX HMCIIOIb30BAIN
paHroBbIil aHanu3 Bapualuii no Kpackemny—Yoiucy,
B Clly4ae TOJyYeHHsI CTATUCTHYECKH 3HAYMMOM pa3-
HOCTH TIPOBOJIMJIOCH MApHOE CPaBHEHHE TPYTII C HC-
II0JIb30BaHUEM TecTa MaHHa—YUTHH C TOIPABKOM
Boudepponu npu orieHke 3HaueHui p. O1eHKY 3HAYH-
MOCTH KaueCTBEHHBIX OMHAPHBIX MPU3HAKOB B HE3aBH-
CHUMBIX TpYINax MPOBOAMIN C UCIIOIB30BaHUEM TOY-
Horo kputepust dumepa. /{1 OLEHKU B3aUMOCBS3U
MEXIy HCCIEAyeMbIMH MOKa3aTeIsIMU HCIIOIb30BaI-
Cs1 METOJ PaHroBOM Koppeysuu o Crimpmeny. Jlist
orpeesieHus MPeAUKTopoB pa3sutus Al mopakeHus
CEepPACYHO-COCYAUCTON CHCTEMBI, IMPOTPECCHPOBAHMUS
noyeqHoro nospexaeHus y nerer ¢ AJ/IIIBII nmpoBo-
quiicst pacuer otHoueHus: pucko (OP) ¢ orenkoit
95% moBepUTENLHOTO MHTEPBAja M 3HAUCHUS CTaTH-
CTHYECKOH 3HauMMOCTH. CTaTUCTUYECKH 3HAYMMBIMU
CUHTAIIUCH PA3IUYMS NPH ypoBHE 3HaunMocTH < 0,05.
Craructuyeckas 00pabOTKa JaHHBIX IPOBOIWIACH C
nomorpio ctangapTHoro naketa «STATISTICA 10.0»
(«StatSoft, Inc»., CIIA) u «GraphPad Prism 5.0»
(«GraphPad Software», San Diego, CI1IA).

PE3YJIbTATbI

[To pe3ymbraTam NMpOBEICHHOTO HCCICAOBAHUS Y
nereit ¢ AJIIBIT A" Gpta muarHocTupoBaHa y 23
nereit (42,5%) B Bo3pacte ot 3 g0 17 net. Beicokoe
HopMansHOe AJ[ mmeno mecto B 18,5% cimydaeB y
nereit ¢ AJITIBIT B Bo3pacte ot 5 no 17 met. Hau-
Oonpias yacrora BeisiBIeHUS Al mpuxommnack Ha
cpemHuil mKoNbHBIN Bo3pacT (12—15 mer) — 43,5%
W Ha MJIQAIIUN IIKOJIBHBIA Bo3pacT (7-11 mer) —
30,4%, Ipu 5TOM CTATUCTHYECKU 3HAUUMOM Pa3HUIIBI
B yacToTe BbIssBNICHUsI A" B pa3miuHBIX BO3PACTHBIX
rpymnmnax BeisgBieHoO He Obi0 (p=0,63). He BhIsABIECHO
pasHMIBI B YacTOTe BhIABICHUS Al' B 3aBUCUMOCTH
oT reHziepHoro cocrasa (p=1,0), 4acTOThI BBISIBICHUS
oxkupenus (p=0,53), TOBBIIIEHUS YPOBHS X0JIECTEPU-
Ha kpoBu (p=0,8) (Tabi. 2).

ITo pesynsraram CMAJI cuctonmueckas Al B
JTHEBHOE W HOYHOE BpEMs CTATHCTUYECKU 3HAYHMO
Yalie BBIABISUIACH B TPYIIE JIETed ¢ CyMMapHBIM
o0beMoM Touek Ooinee yeM Ha 50%, MpeBbIIIaONIM

Tabnuua 2
Xapaktepuctuka geteii c AANBI B cooTBEeTCTEUMU C YPOBHEM apTepnasibHOro AaBsieHUs
MokasaTtenu AL p
Al Hopma (n=21) Bbicokoe HopmanbHoe ALL (n=10) | Al (n=23)

BospacrT, r 12 (11;14) 9(8;14) 11(9;14) 0,2

Mon, M/ 9/12 4/6 13/10 1,0

PocT, cm 163 (148;166) 146,5 (126;163) 166 (153;177) 0,33
MoBbilweHne xonectepuHa, n (%) 2:21(9,5%) 0:10 (0%) 2:23 (8,7%) 0,8

MHpekc maccbl Tena >97%o, n (%) 3:21 (14,2%) 2:10 (20%) 5:23 (21,7) 0,53
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Tabnuua 3
CpepHee nynbcoBoe All B 3aBUCUMOCTU
OT CyMMapHOro o6bema no4exk,
CKOPPUrupoBaHHOIO Ha CTaHAAPTHYIO
NnoBepXHOCTb Tesna y aeten c AQNbBN

Tabnuua 4
YpoeeHb UMMJIX (r/m?7) B 3aBUCMMOCTH
OT HAIN4YMS N30JIMPOBAHHON CUCTOJINYECKOM,
Aunactonuveckomn Al unm couyetaHHom
cuctonopguactonuyeckom Alr

Ne' | CymMmapHbiii 06bem nodek (%o) CpeaHee nynbco- Ne* | ApTepuanbHas runepTeHavs MHaekc maccbl M1o-
Boe Al, MM pT. CT. Kapaa neBsoro xeny-
1 |<97-ro nepuentuns , n=13 42 (37,2;49) Ao4ka
2 |597-ro nepuentnna+<50%, =17 50.9 (44:57) 1 | Cuctonuyeckas Al n=5 28,53 (26,25;30,3)
2 | Anactonunyeckas Al, n=3 22,77 (22,04;23,5)
3 |297-ro nepuenTuna+250%, n=10 51(49,9;60) 3 | Cucrtonogmactonuyeckasi AT, n=9 | 34,15 (30,7;39)
P 0,02 P" 0,01
P 0,1 P 0,38
Pa 0,01 P 0,16
P, 0,45 P, 0,03

* T'pynnbl 66l conocTaBuMbl No Bo3pacTy (p=0,8), pocTy
(p=0,79), nony (p=1,0). ** CpaBHUTENbHEI aHaNn3 Tpex 1 6onee
rpynn c UCNonb30BaHMEM PaHrOBOro aHanm3a sapuauuii no Kpa-
ckeny-Yonnucy. *** CpaBHUTENbHbIM aHann3 ABYX rpyrnmn MeETOA0M
MaHa-YntHu ¢ nonpaskon BoHpeppoHu.

97%0 1O CpaBHEHHWIO C TPYNIOW NeTe ¢ cymmap-
HBIM 00beMOoM Touek MeHee 97%o (puc. 1). Boispie-
Ha OblTa mpsiMasi yMEepeHHass KOPPENSIHOHHAS CBI3b
Mex1y cuctoandeckuM AJl B JHEBHOE M HOUHOE Bpe-
Ms C CyMMapHBIM 00BEMOM TIOYEK, CKOPPUTHPOBAH-
HBIM Ha CTaHJAPTHYIO MOBepxXHOCTHh Tenma (R=0,37,
p=0,01 u R=0,42, p=0,008 cOOTBETCTBEHHO).

CpenHee MymbCOBOE JaBJICHUE OBIJIO CTAaTHCTHYIC-
CKM 3HAYMMO BBIIIE B TPYyMIE JETeH ¢ CyMMapHBIM
00beMoM 1ouek, 6onee yem Ha 50% MpeBBIIAIOIINM
97-# MepIeHTWIb, YeM Y AeTeH C CyMMapHBIM 00be-
MOM TI0YeK MeHee 97-ro mepreHTmIsa (Tadi. 3), 9To
MTOJITBEPKAACTCSA HATMYMEM YMEPEHHOUW KOppEeTsIIi-
OHHOMU CBSI3M MEXKIy 3THMH TTokaszareiasmu (R=0,31,
p=0,05).

JeHb
100 %" p=0,03, OP=2,9 (95% AV 1,4-4.,9)
90 ¥ = | i} i
f p=0,03, OP=212

80 A (95% 0N 1,3-42)
70 A [ !
60 1 |
50 1 I
40 A |
30 1 I
20 1 I
10 )—

<O7T% (n=19) 97%c+<50%  97%o+>50%

(n=23) (n=12)
CymmMapHbIi V novek cm/1,73Mm? (%o)
[ CALl meHee 95%. CICA[ 6onee 95%o

* pynnbl 661X conocTaBumbl Mo Bo3pacTty (p=0,7), pocTy
(p=0,76), nony (p=1,0). ** CpaBHUTENbHbIV aHaNM3 Tpex 1 6onee
rpynnc Ucnonb30BaHMEM PAHrOBOro aHann3a Bapuaumii no Kpa-
ckeny-Yonnucy. *** CpaBHUTENbHbIV aHaNN3 ABYX FPyMnn METOA0M
MaHa-YnTtHu ¢ nonpaskor BoHdpeppoHu.

B rpynne pereii ¢ Al > 95-ro nepueHTHIsA UMe-
Jla MECTO TeHJeHIHA K Oonee HIU3KOMY ypoBHI0 N3
Mo cpaBHEHHIO ¢ Tpymmoi ¢ AJl meree 95 meprieH-
s [82 (64;84) mporus 86,5 (78;96,5), p=0,06]. B
XOJIe KOPPEISIIIMOHHOTO aHaN3a BBIABICHA YMEpEH-
Hasi oOpaTHas KOPPENSlns MEXTY CHCTOIHYECKAM
AJl B THEBHOE W HOYHOE BpEMs, a TAKXXe C JIUACTO-
mmaeckuM A/l B HouHoe Bpemst u N3 mo pesynbra-
TaMm craTudeckoii HedppocumHTHrpaduu (R=—0,46,
p=0,03, R=—0,56, p=0,07 u R=—0,5, p=0,02 cooTBeT-
cTBeHHO). Taxoxe OblTa BBIsIBIEHA 0OpaTHAas yMEpeH-
Hasi KOPPEIALNOHHAS CBSI3b MKy YPOBHEM CpeIHE-
ro mynbcoBoro aaenenns u MN3 (R=0,49, p=0,03).

VY pereii ¢ AI' CKO® Obuta cTaTucTHYeCKH 3HA-
YUMO HIDKE, 9eM Y JIeTe C HOPMaJIbHBIM YPOBHEM

HOYb
100 %" p=0,03, OP=2,9 (95% O 1,4-4,9)
90 +~ [ |
80 - p=0,1

70 A [ |

60 -
50 -
40 A
30 A
20 T
10 T

/ :
<97%o (n=19) 97%¢+<50%  97%0+>50%
(n=23) (n=12)
CymmapHbIii V nodek cm3/1,73m? (%o)
[ CAL menee 95%0 CICAL Gonee 95%o

Puc. 1. YacToTa BbigBReHUs cuctonnyecko AlT B TEHEHME CYTOK B 3aBMCUMOCTU OT CyMMapHOro obbema nodvek y geteri ¢ AAMNBI.
CA/LL - cuctonunyeckoe aptepuanbHoe gasneHne, OP — oTHoWweHMe puckoB, AW — nOBEPUTENbHbIV MHTEPBA.
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OEHb

1007

p=0,04, OP=1,81 (95% [0\ 0,93-3,5)

SN

70 A
60 A
50 A
40 A
30 1

N

meHee 95%o (n=29) 6onee 95%o (n=12)

Cuctonuyeckoe AL (%o)
E MMMITXK meHee 90%0 CIMMMITK 6onee 90%o

HOYb

100 %
90 _/ p=0,008, OP=2,2 (95% W 0,98-4,6)
80 I I
70 -
60 -
50 -
40 -
30 -
20 -
10 1
0

N

meHee 95%o (n=31) 6onee 95%o (n=10)

Ounactonuyeckoe ALl (%o)
E MMMITK menee 90%0 CIVIMMITK 6onee 90%o

Puc. 2. HactoTta runeptpodun Mmokapaa neBoro xenyaodka y aeteii ¢ AQMNBIM n apTepunanbHoii runepteHanein. AL — aptepuanbHoe
nasnenne, UIMMJIX — nHgekc maccbl Muokapaa nesoro xenynoyka, OP — oTHoLwweHne puckoB, IV — noBepuTENbHbIN MHTEPBa.

100 %4
90 -
80 1
70 -
60
50 -
40 -
30 -
20
10 1

0

p=0,04, OP=1,7 (95% AN 1,1-2,6)

0

NN

'

meHee 97%o (n=19) 6onee 97%o (n=35)
CymmapHbIi V nodek cm?/1,73m? (%o)
O UMMITDK menee 90%0 Bl VIMMITK 6onee 90%o

Puc. 3. HacToTa BbisiBNeHus runeptpodum Mmokapaa nesoro xe-
nynodkay geteii c AOMNBIM 1 yBennyeHHbIM CyMMapHbIM 06beMOM
noyek. UMMJXK — nHpekc maccbl Mruokapaa IeBOro Xenynouka,
OP - oTHOWeHWe puckoB, N — noBEPUTENBbHBIN MHTEPBAJI.

AJl u y gereil ¢ BbIcOKMM HopMasbHbIM AJ] [108
(103,1;125) mn/mun/1,73 w2 mpotus  140,5 (121;
143,5) mu/mun/1,73m%, p=0,0008 u 108 (103,1;125)

min/mun/1,73  m? nporus 124 (111; 138,5) ™/
mun/1,73 M2, p=0,05 COOTBETCTBEHHO].
CrpyKkTypHO-(YHKIIMOHAILHBIC [IEPECTPONKHI

cepaiia B BHJE THIIEPTPOPUH M PEMOJCIUPOBAHUS
muokapaa JIOK Obinu BeisiBieHsl B 14,8% cinyyaeB y
nereii ¢ AJIIIBIT. 'MJIXK Obuia BeisiBiieHa y 6 feTel ¢
AJNIIBIT (11,1%), u3 HUX y 4 nereit uMena MecTo I'-
neprpodust MHOKap/ia 1o KOHIEHTPUIESCKOMY THUITY, Y
2 nereit Mo AKCUEHTpUUECKOMY Tumy. Mennana Bo3-
pacta BoisiBnerus ' MJDK cocraBuna 13 (9;15) ner.
Konnentpuueckoe pemoaenuponanue muokapaa JOK
ObLT0 BhIsIBIICHO Y 2 neteit (3,7%) B Bo3pacte S u 15
JIeT.

100 %, p=0,04, OP=1,8 (95% AW 1,1-3,07)
90 A
80 -
70 A
60 -
50 A
40 A
30 T
20 T
10 7

4

NN

&

6onee 92 (n=7) mMeHee 92 (n=18)
MHpekc nHterpansHoro 3axsata (%)
O UMMITDK menee 90%. Bl VIMMITK 6onee 90%o

Puc. 4. HactoTa BbIgBeHUs runeptpodum Mmokapga nesoro
xenypodkay geteri c AAMNBI 1 CHUXEHHBIM MHOEKCOM UHTErpasib-
Horo 3axeata. MMMIJTXK — nHaekc Mmaccbl MMokapaa neBoro Xeny-
nouka, OP — oTHowweHWe puckos, AN — noBepuTenbHblil MHTEPBaJI.

V nereil ¢ cucronuueckoit AI' B HEBHOE BpeMs U
nuacronndeckoil AI' B HOUHOE BpeMsl CTaTUCTHYECKU
3HayuMo 4aiie BeiaBisuicss UMMIDK 6onee 90%o 1o
CPaBHEHHUIO C IPYMION JeTeil ¢ HOpMalbHBIM YPOB-
Hem A/l (puc. 2).

BoisiBnena mnpsiMas yMepeHHas KOpPpPENALHOH-
Has CBsI3b MEXAy cucroaudeckum AJl B qHEBHOE
u HouHoe Bpemsi u UMMIIK (R=0,41, p=0,0007
u R=0,42, p=0,005 coorBercTBeHHO). CHCTOIO-
muacronnueckas AT cnocoOcTByeT Oosee BBICOKOMY
ypoBHio MMMJIX 1o cpaBHEHHIO ¢ H30IMPOBaHHON
nuacronnyeckoi Al (Tabm. 4).

VY gereil ¢ cymMMapHBIM 00bEMOM TMOYEK Ooee
97%0 u cHmwxeHHbIM MU3 mo pesynsratam craTh-
4YecKoll He(POCHMHTUIPa()UU CTaTHYECKH 3HAYUMO
yaile BBIABISUIOCH yBennmueHue MMMIDK Gonee
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90%o O CpaBHEHHUIO C TPYMIION TMAITUESHTOB C HOP-
MaJibHBIM 00beMoM modek u M3 (puc. 3, 4).

Pesynbrarel  KOpPpENAIUOHHOTO aHalH3a CBU-
JIETENBbCTBYIOT O B3auMocBszu Mexay HWMMIDK
u cymMMapHbeiM o0bemoM modek (R=0,32, p=0,02) u
NUMMIDK n UN3 (R=-0,46, p=0,03). bru1a BeIsBIIE-
Ha CTaTUCTUYECKH 3Ha4nMasi oOpaTHasi yMepeHHas
koppessinust Mexay UMMITK (r/m*7) u CKO (R=
0,33, p=0,02).

Takum 00pazom, 1Mo pe3yabraraM MPOBEICHHOTO
HCCIIEIOBaHUSI OCHOBHBIM (DaKTOPOM PUCKA PAa3BUTHSI
AT siBnsieTcst yBelMUeHHE CyMMapHOro o0bema To-
gek Oomee yem Ha 50% oT 97-T0 mepueHTUIs [dyB-
cTBUTENBbHOCTD 73%, crnenudpuunocts 75%, OP 2,9
(95% 1N 1,4-4,9)]. daxTopaMy pUcKa yBETHYEHUS
NUMMIILX wu, kak cnencrsue, pazputusa I MJDK, sB-
nsioTest cucronmueckas AT B iHeBHOe Bpems, aua-
cronuueckasi AI' B HOUHOE BpeMsi, YBEITMUCHUE CyM-
MapHoro o0bema nouek Oonee yem Ha 50% ot 97-ro
nepreHTwIsI U cHmwkenne N3 mo pesynpraram cra-
THYeCKOi HepocuuHTUrpaduu (Tadi. 5).

OBCY>XXAEHUE

[To pesynbTaraM TPOBEICHHOTO HCCIEIOBAHUS
ATy nereit ¢ AAIIBIT u coxpanHoil QyHKIMEH TTO-
yek (XbII C1 cragum) Oputa BeIsiBIeHA B 42,5%
CIly4aeB, YTO 3HAYUTEIHHO IMPEBBINIACT YACTOTY
BcTpeuaeMocT Al B IeTCKOM TMOIMYMSAINN, KOTOPAsI
cocTaBisieT okoio 5% [27]. Yacrora BeLsiBieHHS Al
y nereit ¢ A/IIIBII o pe3ynbTaram HaIero uCcieao-
BaHUS TaKXKe 3HAYMTEIBHO IMpeBbIaeT yactory Al
y neteit ¢ XBII C2—4 cramuu, KoTOpasi IO TaHHBIM
M. Mitsnefes u coaBT. uMeeT mecto B 15% cirydaes
[28]. Beicokoe Hopmansnoe AJl y mereit ¢ AAIIBIT
10 HAIIIMM JTaHHBIM OTpeaessiioch B 18,5% ciydaes,
YTO COMOCTABHMO C YaCTOTOW BBISBICHUS BHICOKOTO
nopmanbHoro AJl y nereit ¢ XbBII C2—4 craauu, xo-
Topas cocTaBisieT okoio 30% ciydaeB [28, 29]. Ya-
ctota BbisiBieHuss Al y nereit ¢ A/IIIBII B Hamem
HCCIIEIOBAHUH COMIOCTABUMA C Pe3yJIbTaTaMH HCCIIe-
nosanus ADPKiDs (Autosomal Dominant Polycystic
Kidney Disease study), rne A" umena mecto B 34%
ciy4aeB, BbICOKOe HOpMasbHOe AJl Obuto y 10% me-
teit [30]. B uccaenosanne ADPKiDs Ob110 BKITIOUE-
Ho 310 geteit ¢ AAIIBII B Bo3zpacte 11,5+4,2 roga u3

22 EBporneicKux cTpaH, IeJbI0 UCCIIe0BaHus OBLIO0
M3yYeHHUe YacTOThl BbIsBIeHUs Al mo pesynbraram
CMA/l y nereii ¢ AIIIBIL

OnHUM U3 KIIIOYEBBIX IaTOTCHETHYECKHUX MeXa-
Hu3MoB pazButusi A"y 6onbpubix ¢ A/IIIBII sBnsiercs
aktuBanus PAAC, cBs3aHHas ¢ JIOKaJIbHBIMU UIIIEMU-
YECKHMH TIPOLIECCAMH B TIPOLIECCE POCTa MOYEYHBIX
kuct. Mccnenosanne o0pa3ioB He(hpIKTOMUH Y TMAIld-
entoB ¢ AJIIIBII npogemMoHcTprpOBaIN yBETHUCHNUE
SKCIPECCUH PEHHHA, AHTHOTEH3WHA, AHTMOTEH3WH-
MpEBpAIAIONIEero (epMeHTa B CONEPKUMOM KHCT H
pacmmpenHbix kaHambnax [31, 32]. Kpome toro, BbI-
CTUJIAIOIIME KHCTBl JMUTETHAIBHBIE KIETKH CaMo-
CTOSITEIBHO MOTYT TPOJYIIPOBATh BCE KOMITOHEHTHI
PAAC [32]. YBenuueHue o0beMa KHCT MPUBOIAUT K
YBETUUEHHIO 00beMa TO4YeK, KOTOPBIM, M0 MHEHHIO
psiza aBTOPOB, MOXKET CIYXKHUTh MPEAUKTOPOM pa3BU-
tust A"y 6ompabIx ¢ AJIIBIT [33, 34]. B uccnemnona-
Huu P.A. Gabow u coaBT. y 165 B3pOCIIBIX TAIIIEHTOB
¢ AJIITBIT 06Bbem mouek ObUT CTAaTUCTHYECKH 3HAYUMO
Oonpie npu Hamnmuuu Al 4yeMm y manueHToB ¢ HOp-
MaJbHBIM ypoBHEM A/l [15]. AHanoruyHbIe pe3yibTa-
ThI OBUIN TTOJTy4eHBI B HccnieqoBanuu A.B. Chapman u
c0aBT., BKtouasiero 241 marmenta ¢ A/IIIBIL. O6b-
€M I0YEK Y BCEX MAIMEHTOB OTIPEEIISUICS C ITOMOIIBI0
MPT, cpeauuit 06bem mouek Obu1 OoIbIIe y OOTBHBIX
¢ AT, yeM y HOPMOTEH3UBHBIX TAIIMEHTOB [35].

Pe3ynbpraThl HACTOSILEro HCCIENIOBAaHMUA IOJI-
TBEP)KJIAIOT HEMOCPEACTBEHHOE BIMSIHHUE YBEJH-
YEHHOT0 o0beMa MoYek Ha pasButue Al y gereit ¢
AIIBIL. YV nereit ¢ cymMmmapHbIM 00BEMOM TIOYEK,
npeBbIaomuM 97%o 6onee uem Ha 50%, puck paz-
BUTHS CUCTOJMYECKOH Al B TEUEHHME CYTOK YBEIH-
guBaeTcs Oonee yem B 2 pasa. Kpome Toro, Obiia
BBISIBJICHA CBSI3b MEXKJYy CYMMapHBIM 00BEMOM TOYEK
Y CPEIHUM IYJABCOBBIM AJl, UTO SBJsIeTCS BIIOJHE 3a-
KOHOMEpHBIM, YYUTHIBAsI BBISBICHHYIO B3aUMOCBS3b
MeXJly TIOYEYHBIM 00beMOM M cucTomudeckum AJl.
Takum oOpa3oMm, yBEeTHYEHHE CYMMapHOTo oObeMma
nouek Oornee yem Ha 50% or 97%o0 MOXHO paccMma-
TPUBaTh KakK IMPEIUKTOP Pa3BUTHA CHUCTOIMYECKON
Al u, KaK clieZicTBHE, MOBBILIICHUE CPEIHETO ITyib-
cooro AJl, koTopoe, B CBOIO Ou€peb, MOXKET CIIO-
cOOCTBOBAThH PA3BUTHIO PAHHUX CTPYKTYPHBIX H3Me-
HeHui cepaua y nereit ¢ AJIIIBIL

Tabnuua 5
dakTopbl pucka runepTtpodun Mmokapaa ieBoro xenyaoukay geteii c AQNbBn

MokasaTtenu JnarHoctnyeckunii Tect

YYBCTBUTENBLHOCTb, % | cneundunyHocTb, % | OP 95% O
CucTtonunyeckasn apTepuasnbHas rmnepTeHauns, OeHb 82 50 1,81 0,93-3,5
nactonnyeckas aptepuanbHas rmnepTeH3uns, Houb 83 60 2,2 0,98-4,6
CymMMapHbIn 06beM noyek >97-ro nepueHTuna+50% | 39 90 1,7 1,1-2,6
CHMXeHMe nHaekca MHTerpasibHoro 3axsata 53 100 1,8 1,1-3,07
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B macTosimee BpeMmsi mmeercs OONBILIOE KOJH-
YEeCTBO HCCIIeZIOBaHUI 0 cBs3u Al u moBBIIIe-
HUSL CPEIHEro MysibcoBoro AJl ¢ puCKOM pa3BHTHSA
CEPJEYHO-COCYUCTHIX OCJIOKHEHUH Yy TMalUeHTOB
CPeIHero u MOoXHJIOro Bo3pacrta. Tak, B nccienona-
nun Hypertension Detection and Follow-up Program
y TalMeHTOB IMOXKMJIOTO BO3pacTa ObLIO yCTaHOBJIe-
HO, 4TO TmynabcoBoe AJl sBisieTcs CUIBHBIM U He3a-
BHUCUMBIM TPEIUKTOPOM CMEPTH OT OOIIMX MPHUYUH
[36]. Pe3ynbrarsl DpEeMUHTEMCKOTO HCCICIOBAHUS
CBUJICTEIBCTBYIOT O CYIIECTBEHHOM BKJIAJE€ CHUCTO-
JIMYECKOro U MyiabcoBoro A/l B MOBBIIIEHHE CTeTe-
HU CEepeYHO-COCYANCTOTO0 PHCKAa HE TOJNBKO Y JIUIL
MOKUJIOTO BO3pacTa, HO YK€ B BO3PACTHOM Ipyrime
35-64 rona [37].

B mnacrosmee BpeMsa HeT paboT MO H3yYEHHUIO
cBa3u Mexay MHN3, kak mokaszarens, oTpa)aroliero
(DyHKIIMOHMPOBAHHUE TTOYEYHON MapEeHXHUMBI, U CyM-
MapHbIM 00beMOM Touek y 6onbHbIX ¢ AATIBIL. Tlo
pe3ynbraram uccienoBanus J. Kawamura v coaBT.
y B3pocnbix namueaToB ¢ AJIIIBII Oputa momydeHa
oOpaTrHas B3aUMOCBSI3b MEKIY CHIDKEHHEM HaKoILIe-
uusg IMCA ¥ TOBbIIIEHHEM KpeaTHHHHA, MOYEBH-
HBI KPOBH, YTO TO3BOJISIET, 10 MHEHHUIO aBTOPOB, UC-
[I0JIb30BaTh 3TOT IMMOKAa3aTeb MPH OLEHKE MPOTrHO3a
tTeueHus 3a0oneBanus [38]. Taxxke ecTh JaHHBIC O
HAJIMYHU CBS3U MEXIY (YHKIMOHAIBHBIM COCTOSI-
HUeM, o0beMoM mouek u HakoruienneM JIMCA npu
OOCTPYKTHBHBIX YypONaTHAX, KOTJa M0 Mepe YCYry-
ONeHMsI 04aroBBIX M3MEHEHMH B MapeHXUME IOYEK,
CHIDKCHUST (PUIBTPAllMOHHON (YHKIIMU TOYeK Ha-
6monanock cumxenne N3 mo pesynpraraM ctartu-
YecKo HeQpOoCUMHTHTpadUH, YTO PaCICHUBACTCS
Kak nporpeccrupoBanue Hedpockieposa [39, 40].

[Ipu AJIIBII mporpeccupyromuii pocT KHCT,
0OYCJIOBJICHHBIN MpojuQepanueii BBICTHIAIOIINX
MOJIOCTh KUCTHI KJIETOK KaHAJIbLIEBOTO OSIIUTENHA,
MIPUBOJINT, C OHOM CTOPOHBI, K YBEJIMUEHUIO 00beMa
MOYEK, C JIPYroil CTOPOHBI — K HapYIICHUIO KaHaJb-
1eBOH (YHKIUH, YTO B OOJIBIIEH CTETIEHU M OTpaka-
et MN3. Ceazano 310 ¢ Tem, uto BeiBeaeHue JIMCA
IIPOMCXOANT B OOJNBIIEH CTEMEeHN 3a CUeT KaHaJblle-
BOl cekperuu (65%) W, B MCHBIIECH Mepe, 3a CUET
rioMepysipHoit puierpanuu (35%), 4To Henaet Ta-
KO mokasareb, kak M3, 6osee 4yBCTBUTEIHHBIM K
J0OBIM KaHAJBIEBBIM HAPYIICHUSIM.

B xone nmowucka cBsizu mexxay M3, kak mokazare-
aeM obbeMa GyHKIHOHHUpPYIOIIeH napeHxumbl 1 AJl,
HE YCTaHOBJICHO CTaTUCTHUYECKH 3HAYUMOU Pa3HUIIBI
B YaCTOTE BBISBJICHUS CHCTOIUYECKON M HUACTONH-
geckoil A’ B TedeHHE CYTOK y JETEH C HOpMallb-
HBIM U cHKeHHBIM MI3. OmHako ycTaHOBICHHAs
TeHAeHIus K Oonee HU3KOMY ypoBHI0 M3 y nereit

¢ AJI>95-ro mepueHTuIs Mo CPaBHEHUIO C JIETHMU C
AJ1<95-ro nepuentuns (p=0,06), a Taxxe HamTU4ne
00paTHOM KOPPENALNOHHON CBA3M MEXKAY CHUCTOIH-
YeCKUM U JuacTtoiudeckuM A/l B TedeHue CyTok U
N3 no3BosieT mpeanoioKuTh, YTO OTCYTCTBHE Pa3-
HUIIBl B YaCTOTE MOBBILICHHUS CUCTOJINYECKOTO U JHa-
cronudeckoro A/l B 3aBucumoctu ot M3 cBs3zano ¢
MaJIOYMCIIEHHOCTBIO TPYMIIBI IeTeH, Y KOTOPBIX Mpo-
BomMIIOCh uccienoBanue N3 mo pesynbraram cra-
tuaeckor HedpocuuaTUrpadun (n=25).

CTpyKTypHBIE NIEpPeCTPOWKH cepAlla B BHUJE KOH-
LHeHTpuieckor n skcueHtpudeckod I'MJDK u kon-
HEHTPUYECKOTO PEMOJICTTUPOBAHUS OBIIN BBIABICHBI
B 14,8% ciyuaeB y gereit ¢ AIIIBII. Ha MoMeHT BBI-
apnenust [MJDK y 5 nereit (83,3%) nmena mecto Al
VYV 1 pebenka ¢ 'MJIK no s3KkcLeHTpUYECKOMY THITY
AJl 6pUTO B TIpenmenax HOPMBI, YTO COOTHOCHTCSI C
JNAHHBIMA O BO3MOXKHOCTH BO3HUKHOBeHHs [ MJDK
Jake y HOpPMOTEeH3MBHBIX maruentoB [10]. Tak,
no pesyasrataM W.E. Braun u coaBT., yBeJIMueHHE
NMMIJIXK Habmomanock yke y MOJIOIBIX HOPMOTEH-
3uBHBIX manueHToB ¢ A/II1BI1 [41]. [To nanubM A.B.
Chapman u coast., y 20-40% HOpPMOTCH3UBHBIX Ta-
uuerToB ¢ AJIITBIT umena mecro ITMJIXK [9].

Ilo pesynpTaraM MHOTOIIEHTPOBOTO HCCIIEAO-
Banus ESCAPE y 156 mereit ¢ XbBII 2-4 cragumn
I'MJIXK BeisiBisiiace B 33% cirygaeB [42], Torma Kak
B uccienoBanuu M. Mitsnefes u coaBt. y 366 nereit
¢ XbII 2—4 craguu B Bo3pacre ot 3 10 18 et wacro-
ta BeIgBieHUs I MJIDK cocrapmsuta 17% [28]. Ctons
BBIPAKEHHAs pa3HULa B yacTore BoisiBieHHs I MJDK
0O0BsSICHSIETCA TeM, YTO BO BTOPOM HCCJIEIOBAaHUU
ouenka UMMJDK npoBoaunack 1Mo HeHTUIbHBIM Ta-
OnuIIaM ¢ y4eToM ToJia M Bo3pacTa JeTel, Toraa Kak
B uccnenoBanuu ESCAPE 3a I'MJDK npunumancs
NMMIDK >38 1/M*7, 4To MpHUBENO K THIIEPAHarHo-
crtuke [ MJIK, ocoGenHo y mpeteii Miaiero Bo3pac-
Ta. B Hacrosuem uccinenoBanuu ornenka MMMIDK
MIPOBOWIIACH 10 LIEHTHJIBHBIM TaOJIHIaM, MPEAJio-
>keaaeiME P.R. Khoury u coaBt. [25] ¢ yueToM B03-
pacta ¥ Tojia TAlMEHTOB, a BBISABICHHAs YacToTa
I'MJIX cootBerctBoBania MJIK y nereit ¢ XbI1 2—4
craauu 1o ganasiM M. Mitsnefes u coasr. [28].

Ilo pe3ymsraraM MpoOBEJEHHOTO HAMH HCCIIE/I0Ba-
HUs ObliIa BBISBIEHA B3aMMOCBSI3b MEKIY CHCTOINYE-
ckuM A/l B reuenne cytok ¢ UMMIDK, uro nmo3Bonser
paccMarpuBaTh JaHHBIN MOKa3aTelb B KadecTBE Tpe-
nuktopa 'MJDK. AHanorudneie naHHbIC OBLTH TTOTY-
gyeHbl M.A. Cadnapaphornchai u coaBr., Korjia y Jiereit
¢ AJl B mpomexyTke Mexnay 75-m u 90-u mepueHTH-
JIEM UMEJIOCh 3HauuTellbHOe yBenuueHue MMMIDK
M0 CpaBHEHHIO ¢ Tpynmoii aereit ¢ A/l menee 50-ro
MIEPUEHTUIIS TI0 BO3pacTy, MOy U JuinHe Tena [12].
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B mnacrosmee Bpemst AJIIIBII paccmarpuBaet-
Cs1 KaK NPOTOTHI KapJIHOPEHAIBHOIO cuHiapoma IV
TUIA, KOT/Ia 332 CYET CTPYKTYPHBIX M (PyHKIIMOHATb-
HBIX U3MEHEHUH B MOYKaX MPOUCXOAAT CTPYKTYpPHO-
Mop(osiornyeckue  U3MEHEHHUS B CEpJeYHO-
cocynuctoii cucteme [43]. B wacTHOCTH MyTanus B
TeHE TOMUIUCTEHHOB-1 WK -2 IPUBOAUT K HAPYIIIe-
HUIO CTPOEHUS TIepBUUHOH cillia B TyOyIsipHBIX 311U~
TeNUaJbHBIX KJIETKaX, a TakkKe B IIAJKUX MBIIIIAxX
COCYZIOB, YTO MYyTEM 3alycka KacKaJHBIX peakuuit
npuBoanT Kk aktuBaiu PAAC, passutuio Al u, xax
CIIEZICTBHE, K MOopaxkeHHto cepAmna. [lo utoram mpo-
BEJICHHOTO HCCJIEJIOBAaHUS TIOATBEPIKIACTCS CBSI3b
MEX]Y CTPYKTYpHBIMH U (QYHKIIMOHAILHBIMH H3Me-
HEHUSAMH B TIOYKAaX U CTPYKTYPHBIMH U3MEHEHHUAMHU
cepana. Tak, y mereit ¢ UMMIJIDXK 6onee 90-ro mep-
LIEHTHIS CTaTUCTUYECKN 3HAYMMO 4Yallle BBISBIISIICA
CYMMapHbI 00beM TOuYeK, CKOPPUTHPOBAHHBIM Ha
CTaHIapTHYIO MOBEPXHOCTh Tesa 6omnee 97-ro mep-
LIEHTHJIS, YeM CyMMapHBIii 00beM rouek Meree 97-ro

TEePLEHTUIIS.
AHamOTUYHBIC CBSI3M  HAONIOMATUCh  MEKIY
CTPYKTYPHO-MOP(OIOTHUSCKUMU MoKa3aress MU

cepala M JpyruM IOKa3aTesieM CTPYKTYpHOTO U
(yHKmMoHaNBbHOTO cocTosHU nouek — N3 mo pe-
3yJbTaraM craTudeckoil HedpocuuHTUTpaduu. Y
nereil co cHmKeHHBIM M3 cTaTUCTHYECKU 3HAYH-
Mo yariie umeno mecto yeernuenne UMMIDK 6onee
90%o 10 cpaBHEHHIO ¢ Tpymmon neteit, rne N3 6p11
B IIpefiesiaX HOPMBI.

[Ipu moucke cBszu mexay ypoBHem A/l u CKO,
KOTOpas y BCEX MalMeHTOB cooTBeTcTBOBasia XbII
1 cramuu, 6bUTO BBISBICHO, uTO Yy Aetei ¢ AT CKD
ObLTa CTATUCTHYECKH 3HAYUMO HIKE, YeM Y JIeTell ¢
BBICOKUM HOpMaJIbHBIM A/l U feTeil ¢ HopMaJIbHBIM
ypoBHeM AJl. Pannee passutue Al y manueHTOB ¢
AJIIBIT crocoOCTBYeT MPOTPECCUPYIONMIEMY CHU-
KEHUI0 (QYHKIMH Todek. Tak, 1Mo pesynbrartam Hc-
cienoBanusi A.M. Johnson u coaBT., TJic Y B3pOCIBIX
manueHToB ¢ AAIIBIT u Al, nnarHocTHpPOBaHHON 10
35 ;eT, cpemHss MmodedHas BEDKHBACMOCTh OblIa Ha
14 meT xopoue, 4YeM y MAIMEHTOB C MO3THUM IOSIB-
neaneM Al [44]. AHanmoruunble pe3yibTaTbl ObUIH
nonydensl M.A. Cadnapaphornchai u coaBr., korua
3a 5-netHuil nepuoj HaOMIOACHU UMEHHO Y JIeTeH ¢
ATl mpomnsonuto 3Haunmoe cHmxenne CK® mo cpas-
HEHHUIO ¢ HopMOTeH3uBHEIMU neTbMu ¢ AJIITBIT [45].

Pacmpoctpanennocts I'MJIK y 6onbHBIX ¢ paz-
JMYHON HE(POIOTUYECKON IMaTONIOTHEH HAaXOIUTCS
B 00paTHOM 3aBUCHMOCTH OT YPOBHS (DYHKIIMOHAIIb-
HOTO cocTosiHuA Todek. Y manuentoB ¢ AJIIIBIT
CepIEYHO-COCYUCThIE M3MEHEHHUS, B YaCTHOCTH
I'MJDK, mpoucxofsT Ha paHHUX CTaausIx 3a0ojeBa-
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HUS, @ paclpOCTPAaHEHHOCTb TUX W3MEHEHHUH yBe-
JUYMBAETCS 10 Mepe CHIDKCHHS (DYyHKIMH IOYeK
[41]. OTKpBITEIM OCTaeTCst BOPOC O HAJUYUHU CBSA3H
MeXJly CTPYKTYpPHBIMHU U3MeHeHussMu cepana u CKD
Ha pananx ctagusx AJIIBIL. [To pe3ynsraTam mpo-
BEJICHHOI'O MCCJIEI0BAaHUSI HE OTMEUYAJIOCh CTATUCTH-
YeCKH 3HaYUMOM pa3Huibl B ypoBHe CK® y nereit ¢
NMMIIX 6onee u menee 90-ro meprieHTHIIS.

SAKJIKOMEHUE

[TosyyeHHbIE HAMU JAaHHBIE TOATBEP)KIAIOT BbI-
COKYK) pPacHpOCTPaHEHHOCTb M pPAHHEE IOsBIe-
HUE CEpACYHO-COCYAMCTBIX H3MEHEHUH y JeTel C
AJIIIBII, uTo MOXKeT OKa3hIBaTh BIMSHHC HA HeOJa-
TONIPUSITHBIE CEP/ICIHO-COCYINUCTHIE UCXOMBI B OyIy-
nieM. PerymsipHbIi MOHUTOPUHI BBISIBJIEHHBIX HaMH
(haKTOpoB pUCKa CEPACYHO-COCYAMCTHIX M3MECHEHHN
npu AJIIIBII cmocoOcTByeT mX paHHEll auarHo-
CTUKE M Hayally TMIOTEH3UBHOM, KapAuo- U pPEHO-
IIPOTEKTUBHON TEPANNUH, YTO CUUTAETCS BaXKHBIM IS
MPOQUIAKTUKH CEPIEUHO-COCYUCTHIX OCIONKHEHUN
U CMEPTHOCTH.
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Caenenusi 00 aBTopax:
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