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Hay4yHbi LeHTp 3g0poBbs aeten PAMH, MockBa

Cnyyau AMarHOoCTUKMU CUHApPOMaA
LLilepeweBcKoro-TepHepa

C MHO}XEeCTBE€HHbIMU BPOXAEHHbIMHU
aHOMaNIUAMMU MarucTpaJsibHbIX apTepum
y pe6eHKa 4 net ¢ apTepuajibHOHU
rmnepreH3uen

B CTATbE OBEOCHOBBLIBAETCA ANGPEPEHLMANIBHASA AUATHOCTUKA CUMIMTOMATUYECKOW APTEPUANIBHOW TUMEP-
TEH3MW Y PEBEHKA 4 JIET C MOBbIWEHWEM APTEPWAJTIbHOIO JABJIEHUA, NMPEANOJTOMUTE/IbHO PEHOMAPEHXMMA-
TO3HOI0 NPOUCXOXKAEHNA. B XOAE KTMHNYECKOIO OBCNEAOBAHNA Bbl/T OBHAPYXEHbBI KOAPKTALIMA AOPThI U
rMMNONMIA3NS NMPABOV NMOYEYHOM APTEPMU B COCTABE CMHAPOMA LLEPELLEBCKOIO—-TEPHEPA.
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JIOMOHOCOBCKMI NPOCMEKT, A. 2/62,

nauMeHTOB C CUMNTOMATUYECKOM apTepuasibHON runepTeHauen (Al gomKHa 6bITb Ha-
npaBfieHa Ha BbISiBieHWE BCEX BO3MOMXHbIX MPUYNH MOBbIWeHWS ALl, NOCKONbKY paH-
HSIS AMArHOCTMKA NO3BONSIET HE TOSIbKO CBOEBPEMEHHO 0OHAPYXMTb OCHOBHOE 3a60-

Ten. (499) 134-04-49 neBaHK1e, HO W B paje Cly4yaes, YCTPaHUB NPUUMHY MyTeM, J06UTLCA U3fedeHus oT Al
CraTbst nocTynuna 02.05.2007 r. OCHOBOW AMarHOCTUKK cUMMITOMaTHYecKon Al aBAsieTcs NpaBuibHas MHTEpnpeTaLma
NpuHATa K nevaT 03.12.2007 . [laHHbIX aHaMHe3a 1 GU3MYECKOro 06CeA0BaHKs, YTO NO3BOSET BbiABMTb COMYTCTBY-

lowne nosbileHnio ALl CUMNTOMbI COMaTMYECKUX 3ab0NeBaHni U LieneHanpaBneHHo
MCcnonb3oBaTh crneunanbHble 1abopaTopHble NCCNEA0BaHUS U JOPOrocTosLmMe METO-
bl HEMHBA3WMBHOW BU3yanu3aLuuy ons ux o6HapyreHus [1-3].

CeppaeyHo-cocyancTblie aHoManuu, conpoBoXaatowmnecs nosblweHvem AL, Hepeaku y
60/1bHbIX C XPOMOCOMHbIMU abeppaLmsiMu, B HaCTHOCTU Npu cuHApoMe LLepelueBcko-
ro—TepHepa. Yka3zaHHasi HO30M0rMyeckas dopma XapakTepusyeTcs U3MEeHEHUSIMU

A.N. Tsygin, A.N. Sikachyov, N.N. Kartamysheva, THE ARTICLE PROVIDES A SUBSTANTIATION FOR THE DIFFERENTIAL DIAG-

- NOSTICS OF THE SYMPTOMATIC ARTERIAL HYPERTENSION OF A 4 YEAR-

Ye.N. Tsygina, Z.P. Sharnova, 0.B. Kondakova, OLD CHILD, SUFFERING FROM THE ARTERIAL HYPERTENSION OF THE PRE-

N.V. Zhurkova SUMABLY RENOPARENCHYMAL ORIGIN. IN THE COURSE OF THE CLINICAL

o _ ‘ _ EXAMINATION, THE RESEARCHERS FOUND OUT COARCTATION OF AORTA

Scientific Center of Children's Health, Russian Academy AND HYPOPLASIA OF THE RIGHT RENAL ARTERY AS A PART OF SHERE-
of Medical Sciences, Moscow SHEVSKY-TERNER SYNDROME.

KEY WORDS: ARTERIAL HYPERTENSION, SHERESHEVSKY-TERNER SYN-
DROME, COARCTATION OF AORTA, RENOVASCULAR HYPERTENSION.

A clinical case: diagnostics
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suffering from arterial
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NONOBbIX XPOMOCOM M KONMYeCTBa Tenel, Mos0BOro XpomaTuHa.
HecmoTps Ha Hanuyune y 60/1bHbIX HAaPYXKHbIX }KEHCKUX NONOBbIX
OpraHoB, B K/ETKax O6GHapyMBaeTcs TONbKO OAHa MosioBas
XpomMocoma X, a aApyrasg — otcytcTByeT (Kapuotun XO0). Monosow
XPOMaTWH, KaK 1y MyX4MH, He 0BHapyxnBaeTcs. B Tex HeMHOro-
YWUCNIEHHBIX CNy4yasx, Korga MWMeeTcs MNO0A0BOM XPOMaTWH
«KEHCKOro TUMNa», BbIABASETCH MO3auKa NoNOBbIX XPOMOCOM —
Hapsay ¢ XO BCTpeyaeTcs HOpMasibHbIV XXEHCKUIM KapuoTumn XX.
[MOMMMO XapaKTepPHOro BHeLWHero BMaa (HU3KOPOCNOCTb, KPbl-
NOBMAHasA CKNagKka wewn, edopMUpoBaHHbIA NOKTEBON CyCTaB,
LUMPOKas v rnyboKas WuToobpasdHasa rpyaHas KneTka), Hepeaku
NMOPOKK CEepAEYHO-COCYANCTOM CUCTEMbI, BCTpevalolmecs, no
[IaHHbIM pasHbIX aBTOPOB, Y 15—-25% 605bHbIX. Hanbonee yac-
TbI Cpean HUX — KoapKTauus aopTbl. [TOPOKM Mo4eBblaenu-
TeNbHOM cucTembl BeTpedatotes B 38% cnydaes, Al — B 27%
[4, B]. HecMOoTpsa Ha AOCTATOYHO TUMNYHYIO KIIMHUYECKYO KapTh-
Hy, AeTK C cuHapomoM LLlepewieBckoro—TepHepa gonroe Bpems
MOTYT OCTaBaTbCH BHE MEAMUMHCKOrO HabMogeHUS.

MprBOAMM KIIMHUYECKOE HaboAeHVe, B KOTOPOM 6bl1 AuarHoc-
TMpoBaH cuHApoM LllepeweBcKkoro—TepHepa C BPOXAEHHbIMU
NOpOKaMK pa3BUTUS aopTbl U MOYEYHOW apTepun y pebeHKa
4 net c TshKenom Ar.

[eBouka K. go 4 net cumtanacb NpaKTM4YeCcKn 340p0BoN. B aHBa-
pe 2005 I. npu N1aHOBOW NOAFOTOBKE K aAEHOTOMUM OBHapyKe-
Hbl UIBMEHEHUS B @aHann3ax MO4M B BMAE NMPOTEUHypum (oT 1 fo
9 r/n) n ctonkoro nosbiwenns A (ao 140/80 mm pT. cT.). B 06na-
CTHOM AETCKOM KIIMHWUYECKOM 6OJTbHKMLIE MPOBOANIACH aHTMOaKTe-
puanbHas, aHTUKOarynsHTHas, aHTUarperaHTHas, AuypeTnyeckas
W aHTUrMNepTeH3nBHas Tepanus. MNpu KOHTPoNbHOM 06cneaoBa-
HuK B MapTe 2005 . UISMEHEHMI B aHann3ax MO4YM He OBHapyKe-
HO, OfHaKO cTorKasa Al coxpaHsnacb, HECMOTPSA Ha Tepanuio
Kantonpunom n HubeannmuHoMm. leBoyKa 6bina HanpasneHa B OT-
[neneHune Hedponormm Hay4Horo ueHTtpa 3gopoBbs aeten PAMH ¢
[MarHo30M: HEeMosHbIN HedpoTUYECKU cnuHapom ¢ Al (ans go-
NOJIHUTENIbHOrO 06CNeJOBaHNS 1 PeLLIEeHMs BONpoca o Lienecooo-
pPa3HOCTM MPOBEAEHMS MYHKLIMOHHOM HEDPOBMOMNCUM).

Mpv BU3yanbHOM OCMOTPe obpallanu Ha cebs BHUMaHWE HU3-
Kue nokasatenv puanyeckoro pa3sutus pebeHKa (Macca Tena B
Bo3pacTte 4 net 11,5 Kr, poct — 88,5 cM), HapyLLEHNE OCaHKK K
CTUrMbl An33aMbpuoreHe3a — KOPOTKas Wes C KPbTOBUAHBIMM
CKJlalKaMW, aHTUMOHIONOUAHBIM pa3pe3 a3 U rmnepmobunb-
HbIV CUHAPOM.

YposeHb Al Ha pykax coctaBun 130/80 MM pT. CT., Ha Horax —
90/40 MM p. cT. [py cpaBHUTENbHOW Nanbnalmm apTepun Bepx-
HUX U HUXKHUX KOHEYHOCTEN OBGHapy*KeHbl ocnabneHune nynbca-
LMK 1 3afepiKa NyNbCOBOW BOJHbI Ha Horax. [pu aycKynbraLum
BbISIBNIEH rPYObIM CUCTONIMHECKUI LYM B MEXIONATO4YHOM NPOCT-
paHcTBe. lNonoBble opraHbl CHOPMUPOBAHbBI MO KEHCKOMY TUMY,
OTMEeYaloTCs CUHEXMU MalbIX MOSIOBbIX y6.

B aHanusax moun npotenHypus — 0,06 r/cyt, reMatypusi n NenKo-
LMTYpUS He BbISIBNEHbl, OTHOCUTENIbHas MIOTHOCTb MOYM
1,020-1,030. [Inypes cooTBETCTBOBA/ HOPMaslbHbIM BO3PACTHbLIM
3Ha4veHnsAM. CKOpoCTb KITy604KOBOM GuUnbTpaumMn — 87 Mi/MUH.
Pe3synbraTtbl KIMHUYECKMX, BUOXMMUYECKMX N UMMYHONTOMMYECKUX
nccnefoBaHUii KPOBU COOTBETCTBOBAIM HOPMaSTibHbIM 3HaYEHNUAM
(remorno6uH — 130 r/n, aputpounTbl — 4,82X10* /5, NnenKoLm-
Tbl — 9,9X10°/n, CO3 — 7 MM/4, 06Wmi 6enok — 69 r/n, Kpea-
TMHUH — 51 MKMO#b/ 11, MOYEBUHA — 3,3 MMOJIb/J1, XONECTEPUH —
4,3 MMonb/n, HaTpuh — 142 mmonb/n, Kanun — 4,9 mmonb/n,
C-peakTnBHbIV 6e1ok — 0,205 Mr%).
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Mpu npoBeaeHUn ynbTpasByKoBOro nuccnegosaxus (Y3WM) nsme-
HEHWI MaPEHXUMbI, MOIOXKEHUS M CMELLAEMOCTH MOYEK He Bbl-
sBneHo. Mpy JOMNNEPOBCKOM CKaHMPOBAHWM MOYEYHbIX COCY-
[10B OGHaPYKEH PacChIMHOM TUM CTPOEHMS MOYEYHbIX apTePUt —
no 3 mMarucTpasnbHbIX NMOYEYHbIX COCYANUCTbIX MyyKa (apTepus +
BeHa) ¢ 06enx CTOPOH: MO 1 — B MPOEKLMMU HUKHErO Nostoca U
no 2 — B NPOEKLMM BOPOT CO CHUMKEHWEM CKOPOCTM KPOBOTOKA
W MHIEKCa PE3UCTEHTHOCTU B MarmcTpanbHbIX, CErMEHTaPHbIX U
MEXKIONbKOBbIX apTepusx. PesynstaTbl CTaTUYECKOM CLUMHTUIPa-
UM NoYEK NOKa3an YMEPEHHO BblPaXeHHbIE 04aroBble U3Me-
HEHWs 06enx NoYeK 6e3 CHMKEHUS 06LLEero o6bemMa GyHKLMOHM-
pytoLLen NapeHXmMbl.

C yyeTom acummeTpum nynbca v ALl Ha BEPXHMX U HUMKHMX KOHEY-
HOCTSAX Gbl1I0 3aMo4O3PEHO HaNMMYME KoapKTauuK aopTbl. PeHTre-
HOCKOMMYeCKoe UCCneaoBaHue rpyaHoM KNETKU C KOHTPacTUpOBa-
HMEM MUWLIEBOMA BbISBUIO KOCBEHHbIE MPU3HAKM KOapKTaumu
A0PTbl — OTK/IOHEHWE KOHTPACTMPOBAHHOIO MNULLEBOAA B CpeaHeN
M HUXKHEW TPETU BNPaBO B BUAE NEPEBEPHYTON «TPOMKU», 06YCIOB-
JIEHHOE PaCLMPEHUEM AOPThI BhILLE M HUXKE YHACTKA CYXKEHMSI.
[ins BU3yanusaLummn KoapKTaLmMu aopTbl NpoBeAeHO axoaonmnnep-
Kapanorpaduyeckoe WccnefoBaHWe; NPy KapTUPOBaHUKU ayru
aopTbl U3 cynpacTepHaNbHOM MO3ULMKU OGHAPYXKEHO CyXKEHWe
HUcxoaswen yactm ayru (~ 0,6 cm) ¢ rpagMeHTOM AaBlEHNS OKO-
10 60 MM pT. CT.

B cBA3M ¢ 3aaepKKon GU3NMYECKOro pa3BuTUS, GEHOTUMNYECKN-
MW OCOGEHHOCTAMM WM HaNM4MEM KOapKTaLMK aopTbl AeBOYKa
OCMOTPEHa MEHETUKOM W 3HAOKPUHOMOrOM. MpoBefeHb! ucene-
noBaHWe reHotuna, Y3U WMTOBUAHOM Kene3bl U Haano4YeyHu-
KOB, OMpefeneH YpoBeHb B Nia3me KPOBKU KOPTU30Na, UHCYIU-
HOMoAoGHOro dakTopa pocTa |, TMPEOTPOMNHOIO U TUPEOUAHbBIX
ropMOHOB. B pesynstate NpoBeAeHHbIX MCCNeA0BaHUI yCTaHOB-
neH cuHapom Lepewesckoro—TepHepa (45 X0) n andody3sHbIN
HETOKCMYeCKMI 306 | cTeneHwu.

C y4eTOM BbICOKOIO puCKa CepAeYHO-COCYAUCTLIX aHOManuin B
cnyqae XPOMOCOMHbIX aGeppaLuii AN BbISBNEHUS BO3MOXKHbIX
nedeKToB MarncTpasnbHbIX MOYEYHbIX apTepuin 60bHOM NpoBe-
[leHa MynbTUcnancoBas KoMMbloTepHas ToMorpadus, B pesysb-
TaTe KOTOPOW OBGHapPYXKEHO ABOWHOE KPOBOCHAGXKeHMe MpaBon
MOYKM 2 rMNONIa3nupPoBaHHbIMKU MOYEYHLIMU apTEPUAMMU.

B cBA3K C BbIBNEHHLIMU U3MEHEHWSMU AEBOYKA MPOKOHCY/b-
TMpoBaHa B PHLIX um. A.H. baKkyneBa, rae NnoaATBEPKAEHbI yCTa-
HOBJIEHHbIE B XOA€ 06CNefoBaHWs COCYANCTbIE aHOManMK.

Ha ocHoBaHuW pe3ynsTatoB 06¢cnea0BaHUs NOCTaBAEH KIMHUYEC-
K anarHos: CuHapom LlepeweBckoro—TepHepa. Koapkraums
aopThbl, NonHas popma, lll Tvn. Mnonnasus npaBok No4Ye4HoM apTe-
pun. Cumntomatmnyeckas Al U3onmnpoBaHHas NpoTtenHypust. GyHK-
LMK MOYEK coXpaHeHbl. nPdy3HbI HETOKCUYECKMI 306 | cTeneHu.
o oKOHYaHMKM 06cnefoBaHUs AEBOYKa HamnpasneHa B PHLX
M. A.H. BaKyneBa ansi XMpypruyeckom KOppeKLnn CocyamcTbiX
aHomanui. bbina npoBefeHa ycnewHas peseKumns KoapKTaumuu
aopTbl C MIACTUKOM NepeLlertKka aopTbl aHACTOMO30M KOHEL, B
KOHeL, ITO NPUBENO K CHWXKEHWIO ALl A0 HOPMaSbHbIX 3HaYEHWI
M OTMEHE aHTUIMNEPTEH3UBHOM TEpanuu.

MpencraBneHHoe HaGnOLEHWE YKa3biBaeT Ha He0B6X0AMMOCTb
KOMIMIEKCHOIO MoAxoAa K AnarHOCTMKe npuyunH Al OnmcaHHbIn
cnyyan NOATBEPKAAET CYLLECTBEHHYIO AMArHOCTUYECKYIO POSb
NPOCTLIX METOAOB AWArHOCTMKKU. ITO NO3BONSIET NeanaTpy ele
Ha paHHWUX CPOKax 3a60N1eBaHMS 3aM0403PUTb UCTUHHYIO NMPUYK-
Hy Al 1 cBOEBPEMEHHO HanpaBuTb pebeHKa Ha crelmanbHoe
obcnegoBaHue.
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