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OVNATHOCTUKA PEHOBACKYJTAPHOW APTEPUANTBHOW TIMEPTEH3MM
Y OETEM M NOAPOCTKOB

M.1. Komissarov, M.A. Tilouche, N.D. Savenkova, N.A. Borissova, A.S. llin

DIAGNOSIS OF RENOVASCULAR HYPERTENSION IN CHILDREN AND
ADOLESCENTS

OTaeneHve peHTreHOXNPYPrnYeckx MeTO40B AMArHOCTMKN 1 NedeHuns, 2kadenpa dakynsteTckoi neagmatpum CaHkT-MNetepbyprckoro ro-
CY[AapCTBEHHOIr0 NeanaTpuyeckoro MeanUMHCKOro yHuBepcuTeTa, 2oTaeneHne peHTreHoOXMpPYpPrvyeckx MeToaoB ANarHOCTUKN 1 NIeYeHnst
AIKB Ne1, CaHkT-IMNeTepbypr, Poccus

PEDEPAT

LIEJIb UCCJIEAOBAHMS. OueHka AuarHoCTUYECKOW 3HAYMMOCTM aHrmorpadumn y aeTen, UMeLLmMX CUHAPOM apTepuasnbHOM
runepTeHaun. MAUUWEHTbI K METO/ZBbI. Y 11 peTei ¢ apTepuanbHOM runepTeH3nein B Bo3pacTte oT 2 oo 18 neT oueHeHsbl
pe3ynbTaTbl KIMHMYECKOro nccnenosanus, Y3 ¢ gonnneporpaduein, HeppocumHturpadum, MPT nnm KT, aHruorpa-
bun. PE3YJIBTATHI. N3 11y 4 peTeli C PEHOBACKYNSAPHON rMNepTeH3nen CTEHO3 NOYEYHON apTepun ANarHoCTUPOBaH
npu peakux cMHapomMax u Heipobnactome, y 7 AeTein AnarHocTMpoBaH 0OAHOCTOPOHHUIA CTEHO3 MOYeYHol apTepun (5),
OBYCTOPOHHMI (2). OnuncaH y 2 peteit peakuii Mid-aortic-cnHapom, xapakTepusyLwmincs cy>eHrnem 6poLwHoro otaena
aopThbl M ABYCTOPOHHUM CTEHO30M MOYEYHbIX apTepuin. OBCYXAeHbI BOMPOCHI AMArHOCTUKU U IEYEHUS CTEHO3a NOYEYHOW
apTepun n Mid-aortic-cuHgpoma y geten. SAKJTIOYEHUE. Mpwu nopo3peHnn (No aaHHeim Y3W ¢ LUK, ouHammnyeckom He-
dpocumHTUrpadum c kanoteHom, MPT, KT) Ha cTeHO3 noyeyHom apTepun n Mid-aortic-cuHgpoma 'y oeTemn ¢c aptTepumasnbHOn
rmnepTeH3unelt NnokasaHo NpoBeaeHe aHrnorpadum 6PIOLLIHOIO OTAENA a0PThl Y MOYEUHbIX apTEPUIA.

KnioueBble cnoBa: peHOBaCKynsipHasa runepTeH3uvs, aHrmorpadus, CTeHo3 nodyevHom aptepumn, Mid-aortic-cuHgpom, getn.

ABSTRACT

THE AIM. Evaluation of the diagnostic significance of angiography in children with hypertensive syndrome. PATIENTS AND
METHODS. The study is done on 11 children aged 2 to 18 years with arterial hypertension, and it evaluates the results of
the clinical study, duplex ultrasound scan, MRI or CT, angiography. RESULTS. In 4 of the 11 children with renovascular
hypertension, renal artery stenosis was diagnosed in rare syndromes and neuroblastoma, the other 7 children were diagnosed
with unilateral renal artery stenosis (5), bilateral (2). 2 children in the study had a rare Mid-aortic syndrome characterized
by the narrowing of the abdominal aorta and bilateral renal artery stenosis. In the study are discussed the diagnosis and
treatment of renal artery stenosis and Mid-aortic syndrome in children. CONCLUSION. If you suspect (according to Doppler
ultrasound, scintigraphy performed with kapoten, MRI, CT) renal artery stenosis or its branches and Mid-aortic syndrome
in children with hypertension, renal artery and abdominal aorta angiography is recommended.

Key words: Renovascular hypertension, angiography, renal artery stenosis, Mid-aortic syndrome, children.

BBEAEHUE

CuHIpOM peHaTHLHOM apTepPHATbHON THIICPTEH3NH
(AT) y nereit 1 IOIPOCTKOB SIBIISICTCSI AKTyaILHOU TTPO-
OneMoli ieInaTpuIeCKoit HeppoIoTHH. AKTYaJTbHOCTD
poOIeMBI peHATLHOM apTepHaTbHON THTIEPTCH3UH Y
JeTell W TOAPOCTKOB 00yCIIOBIECHA MHOTOOOpa3neM
MIPUYHH, 0COOCHHOCTSIMH €€ Pa3BUTHA U TEUCHUS TIPU
BPOKJIEHHBIX, HACIEACTBEHHBIX U MPHOOPETEHHBIX
3a00JIEBAHUAX I10YEK, HEOOXOAUMOCTBLIO TOYHOM Jua-
THOCTHKH OCHOBHOTO 3a00JIeBaHMS 17151 000CHOBAaHUS

Komuccapos M.U. 194100, Caunxkr-IlerepOypr, yi. JlutoBckas, 1. 2.
Cankr-IlerepOyprekuii rocyiapcTBEHHbIN EIMAaTPUYECKUN METUIIMHCKUI
yruBepcuteT. Komissarov._m_i@mail.ru

crpareruu tepanuu [1-5]. AI' BciaeacTBue Bpoxk-
JEHHOT0, HACJEACTBEHHOIO U MPHOOPETEHHOTO 3a-
0oJieBaHMS TIOYEK CIIOCOOCTBYET MPOIPECCUPOBAHUIO
MIOYEYHOT0 TIOBpEXAeHUS y neteit [1-5].

B oreuecTBeHHOM UTEPATYpE UCIIONB3YETCS TEP-
muHonorust: Hegporennas Al, penansHast AL, Ba3ope-
HanbHas Al peHoBackymsipHas Al, mapeHXuMaTo3Has
u/win BazopeHanbHas (Gopmbl HedporenHoir Al B
neuaTpudecKoi He(hyPOIIOTuK TPAIUIIMOHHO PEeHAITb-
HYIO apTepHaJIbHYIO THIIEPTEH3HIO KIaCCUPULIUPYIOT
Ha [MapeHXMMAaTO3HYI0, Ba30pPEHAIbHYI0, CMELIAHHYIO
NapeHXUMAaTO3HYI0 U BazopeHabHylo [1-6]. B Tabm.
1 mpencTaBiieHbl PEHOBACKYJISIPHBIE M CEPIIEUYHO-
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COCYIUCTBIE MPUYMHBI apTeprUaIbHON THIEPTOHUHU Y
neteii mo E.D. Brewer (2009) [2].

E.D. Brewer (2009) cucremaru3upoBaHbl 1Moyed-
HbIE TTAPEHXUMATO3HbIE 3a00JI€BaHMS, IPOTEKAIOIINE
C TunepTeH3uei, taom. 2 [2].

Hetu ¢ penoBackynspHoi runeprensueii (PBI)
YacTO MMEIOT BBICOKOE apTepHalbHOE AaBICHHE U
MTOTEHIIMAIBHO OMACHBIE JJIs KU3HU CUMIITOMBI. J1Jis
YCTAHOBJICHUsI PEHAIBHON apTepUaibHOM MMIEPTEH-
3UM TMAlMEHTy MPOBOAUTCS: U3MEPEHHUE apTepualb-
Horo AasneHus (AJl) Ha BEpXHUX U HIDKHUX KOHEU-
HOCTSIX, MOHUTOPUPOBAHHE apTEPUATbHOTO JABJICHHUS;
Y3U opranoB MOUY€BOW CHUCTEMBI, JOMIIEPOBCKOE
KapTUPOBAHUE COCY/IOB MTOYEK U CEP/ILIa, SIKCKPETOPHAs
yporpadus, quHaMudecKkas HeQpOCIHHTUTpapUs C
DMCA u nuaamudeckast HeppocuHTHTpadys, HHTY-
UPOBaHHAs KAIOTCHOM; KOMITBIOTEpHAs TOMOTpaQust
OpIOLTHON TIOJOCTH C KOHTPACTUPOBAHUEM COCY/IOB,
anruorpadus; uccieaosanue KOC, Na, K, Cl, Ca,
P, Mg B kpoBH (X CYTOYHOH AKCKPELUH C MOUYO) U
ropmonoB B kposH (T3, T4, TTI'; pennn, aiaprocTepoH,
KOpPTH30J, TI0 TIOKa3aHWAM MeTaHe(puH, HOpMeTa-
HeprH, HOpaJIpeHAIHH, 11-1e30KCHKOPTUKOCTEPOH,
nHCynuH, C-enTHJI), OleHKa (QYHKIH TIOYeK.

Tabnuua 1
PeHoBackynsipHbie U cepaevyHO-COCyaucTbie
NpPU4YUHbI runepToHuu, E.D.Brewer (2009) [2]

Tabnuua 2
MoyeuHble NapeHxnMaTo3Hble 3ab0oneBaHus,
npoTreKaloLwme C runeprTeH3nen,
E.D.Brewer (2009) [2]

rnomepynoHepput

OcCTpblii NOCTUHOEKLMOHHBIV FIOMepynoHedbpuT

IgA-HedponaTns

Memb6paHo-nponudepaTUBHbLIA rMomMepynoHedpuT

BbICTpO nporpeccupylowmii rmomepynoHedpuT ¢ Nonyny-
HUSMN

dDOKaano-cermeHTaprnh rMmoMepynocksiepos

CUCTEMHBIVI BACKYJINT C MOPAaxXeHNEM MOYeEK

Mypnypa LLeHnenHa—-lTeHoxa

ANCA-accouMmpoBaHHbIe BaCKYNNTbI

Y3enKoBbI nonnapTepumnt

CucrtemHas KpacHas BoJiHaHKa

[eMONNTUKO-ypEMUNYECKNI CUHOPOM

UHTEpCcTUUManbHbI HEPPUT /XPOHNHECKNI MNESTOHEDPUT

HacnencreeHHbie 3ab0/1€BaHVs

AyTOCOMHO-PELLECCUBHbIN UM ayTOCOMHO-A0MUHAHTHbIN
NoJIMKMCTO3 NoYek

MepnynnsapHas KNCTo3Has 60e3Hb, IOBEHWUIbHbIN HEDPO-
HODTUN3

Cunpgpom Denys—Drash

CepnoBuOHO-K/IETOYHAs aHEMUS

Cunpgpowm Liddle

CobcTBEHHO 3ab01eBaHNe I04YeYHOV apTepumn

durbpomyckynsipHas amcnnasuns

DurbPO3HO-MbILLEYHAsA ANCMNA3MA UHTUMBI (Hepodubpoma-
T03 1-ro TMna, cuHApomMm Bunbsamca)

ApTepuntbl (cnHagpombl Kawasaki, Takayasu, Moyamoya
disease)

CTeHO3 NoYeyHon apTepumn TpaHeniaHTaTa

XpoHunyeckas noyeyHas HedponaTus TpaHcnaaHTaTa

HoBoOpoOXAeHHbIE C KaTeTepusaumen nyno4yHbiXx COCy40B

ApTepuanbHbIi UM BEHO3HbI TPOMO03

CermMeHTapHbiii MHGAPKT BCReacTemMe amoonmnm

TpaHcniaHTaunum No4Ye4yHom apTepun NanM BEHO3HbIN
Tpom603

lNo4eyHasi TpaBma

BHeLuHsis KomMmrnpeccus

Heonnasum

Onyxonb Bunbmca

Henpobnactoma

d)eoxpOMou,moma, naparaHrnmomMa

HenpodunbpomaTos (Neurofibromatosis)

JNnmdpoma

Okosonoye4yHas rematoma

CepaeyHo-cocyancTbie

KoapkTauus aopTbl

Mid-aortic syndrome (runonnaswus, cyxeHue OpPIOLWIHON
aopThbl)

CuHgpom Williams

CuHapowm Turner

BpoxnaeHHble aHoManmm no4ek
nvP
O6GCTPYKTUBHAA ypornaTus.
KncTosHble gucnnasunm novyex
MNMoaokoBoobGpa3Has moyka
CermeHTapHas runonnasus noyek (Ask-Upmark kidney)

B kakux cimydasx ciiemyeT 1momo3peBaTh peHOBa-
CKYJISIPHYIO THIIEPTEH3UIO U TIPOBOANUTE aHTHOTPadHUI0
netsm ¢ cuaapomoM AI'? K. Tullus (2011) cuuraer
AHTHOTPaPUIO «30JI0TBIM CTAaHAAPTOMY JTUATHOCTUKU
peHoBackysipHoit A" y neteid 1 000CHOBBIBAET I10-
Ka3aHUs K ee mpoBeneHuio (Taom. 3) [4].

B OonpmmHCTBE City4aeB HayaabHOE JieUeHUE TH-
MOTEH3WBHBIMH TIpenapaTaMy BPeMEHHO YMEHbBIIIaeT
apTepuanbHOe JAaBlieHHE y MAIUeHTOB C PEHOBACKY-
JSIPHOI TUTIEpTEeH3Mel, HO B OOJBINNHCTBE CITydacB
JIeYeHne He maeT kemaemoro 3ddexra [1]. MHorum
JIETSIM cO cTeHo30M odeqHoit aprepuu (CI1A) Tpedy-
eTcst OaJUTOHHAS aHTHOTIIACTUKA W/WITH XUPYPTUIeCKoe
BMEIIATEeICTBO C LEIbI0 YCTPAHEHHS] UMEIOITUXCS
AHOMAJTMI 1 HOPMAJTM3aIH apTEPUATLHOTO JIABIICHHS,
B OTHX CITydasX NMpUMEHEHHe aHTruorpaduum mmeer
TeparneBTHYECKOe 3HAYCHHE [7].

K. Tullus (2011) mpennaraer aJropuT™ JeUeHUS
pedpakTepHOi K TUITOTEH3UBHBIM IIperaparaM PeHo-
BaCKYJIPHOM apTepuaibHOU TMIIEPTEH3UU Y IETEU C
MIPUMEHEHUEM METOJ[0B aHTHOTUIACTHKHU M CTEHTHPO-
BaHUs [4].
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Tabnuua 3
Korga cnepyet nogo3peBaTb peHOBaCKynap-
HYIO rMNepPTeH3uio U NPpoBOAUTb auruorpacbuu
(K.Tullus, 2011) [4]

1. O4eHb BbICOKOE apTepuanbHoe AaBfieHne.

2. BropunyHble CMMNTOMbI BbICOKOrO apTepuasnibHOro AaBfeHs B
TOM yucne uepebpanbHble CUMNTOMbI, CEpAEYHas HeJoCTaTou-
HOCTb, MOpaXxeHne NNLLEBOro HepBa.

3. ApTepuanbHasi runepTeH3us, He KynMpyemas ABYMS r’MNoTeH-
31BHbBIMM MpenapaTamu.

4. InarHo3 noboro cuHapomMa C BbICOKMM PUCKOM COCYAU-
CTbIx 3aboneBaHuin. Hanpumep: HeipodurbpomaTos, CMHAPOM
William's, npu3Hakun BackynuTa, ocobeHHo 60e3Hb Takayasu.
5. N3BecTHbIE M paHee NOA03PEBaEMbIE COCYAMCThIE MOpaXxe-
HUS1, Takmne kak TPOMO03 NoYeYHO apTepun Unm KaTeTepuaawms
NynoYHO apTepmn HOBOPOXAEHHbIM.

6. MoyeyHbIn TpaHCnnaHTaT.

7. LLlym B 06nacTy NoYeyHbIX apTepuii 1 OPIOLLHON aopThl.

8. MNoBbILEHME YPOBHS PEHMHA B KPOBU UM YMEPEHHAS T1Mo-
Kanmemusi.

Ienp nccnenoBaHus: OLCHKA TUArHOCTHYECKON
3HAUUMOCTH aHTHorpaduu y JeTei, UMEIOINX CHH-
JIPOM apTepUalbHON IMIIEPTEH3HH.

NAUMEHTbBI U METOAbI

UccnenoBanue npoBefeHO B MeAUATPUUECKOM
knunuke CIIGITIMY. B uccnenoauue BxitoueHo 11
neteit u3 130 manueHToB, UMEIONUX apTepUATHLHYIO
TUIEepPTeH3UI0 B Bo3pacTe oT 2 10 18 ner. /Iuarnos
Al y neteii U MOIPOCTKOB MOATBEPXkAEH Ha OCHOBE
Kay3aJIbHBIX U3MEPEHHI, CyTOUHOT0 MOHHUTOPHPOBA-
Hus aprepuansHoro fasieHus (CMAJL). Ouenensl y
MAI[EHTOB PEe3YJIbTAThl KITMHUYECKOTO UCCIEI0BaHMS,
V3U ¢ nonmneporpadueii, MPT unu KT; KOC, Na,
K, Cl, Ca, P, Mg u ropmonos (T3, T4, TTT; penus,
aBJIOCTEPOH, KOPTU30J B KPOBU; (DYHKIUH ITOYEK).
C menpio MOATBEPKICHUS peHOBACKyIsipHoil Al
npoBeneHa aHruorpagus 11 gersiMm W mogpocTKam,
MMEIOIMM BBICOKOE apTepualibHOE J1aBJeHUE, He
Kynupyroleecs 2 THIIOTEeH3UBHBIMH TpenapaTami, ¢
[OBBILIIEHUEM PEHHHA B KPOBH, C YUETOM Pe3yJIbTaTOB
VY3U ¢ ponmieporpadpueii, MPT ninu KT, qunamu-
YecKoW HeQpOCUUHTUTPAPUU, UHIYIUPOBAHHOM
KaroTEHOM.

PE3YJIbTATbI

M3 11 manueHTOB 00CIIEIOBAHO 5 MAaJIBYMKOB, 6
JIEBOYCK, CPEAHUN BO3PACT MAIUEHTOB K MOMEHTY
JMUATHOCTUKHU apTepUabHON THIIEPTEH3UH COCTABUI
9,3 £ 1,3 rona.

VYV 11 nmereit, umeromux cuaapom Al, nuaraocTtu-
pOBaH CTEHO3 MOYECUHON apTepuu MO pe3ybTaTaMu
anruorpaduu (tadn. 4). M3 11 y 4 nereii ¢ peHosa-
CKYJISIPHOW TMIIEPTEH3UEN CTEHO3 ITOYEYHON apTepruu
JIMarHOCTUPOBAH MPH PEAKUX CHHPOMaX U HelpoOiia-
CTOME, y 7 AeTell TMarHoCTUPOBAaH OJHOCTOPOHHUM
CTeHO3 Mo4yeyHoH aprepuu (5), IBYCTOPOHHUI (2).

10

Kak BugHo u3 Tadmn. 4, u3 11 nmauueHToB C CUH-
JIPOMOM PEHOBACKYJISPHOIN THIIEPTEH3UN TUAarHOCTH-
poBanbl y 2 Helipodubpomaros 1-ro tuna, y 1 — Held-
pobnactoma, y 1 xonoOoma-peHaJbHBIH CHHIPOM, Y
7 — M30JIMPOBAHHBII CTEHO3 OAHOCTOPOHHUH (5) Uiu
JIBYCTOPOHHHIA ToyedHol apTepuH (2). I3 ABoux naru-
€HTOB y OJITHOM C IBYCTOPOHHUM CTEHO30M MOYEYHOU
apTepuu 1Mo pe3ysibTaTaM aHTHOrpaduu BBISIBICHO
Cy>XeHHe OpPIOIIHOTO OT/ea aopThl. 13 nBoux mamm-
€HTOB C PEHOBACKYJIPHOM TMIIEPTEH3UEH, CTEHO30M
MOYEYHBIX apTepuil U Helpopudpomaro3om 1-ro Tuma
Y OJIHOTO BBISIBIICHO CY:KE€HHE OpIOITHOM aopThl — Mid-
aortic syndrome.

Knunuueckaa xapakmepucmuxka nayueHmos c
PEHOBACKYIAPHOU cunepmeH3ueli 8 CmpyKmype Ha-
C1e0CMBEeHHbIX CUHOPOMOM U HOBOOOPA308aH UL

1) [Tauuent B., 24.09.2004 r.p. Mansunk obcre-
JTIOBaH 10 MOBOJY 0oJieil B JIEBOM IJIEYEBOM CYCTaBe
C OTpaHWUYEHHEM JBMIKEHHS M B KOCTAX HUKHUX
KOHEYHOCTeH 6e3 M3MeHEeHHUs CyCTaBOB, HE CHUMAIO-
nmecst 00e300IMBAOIIUMHE CPEJICTBAMHU, TOBBIIIICHHS
Temnepatypsl Tena 10 ¢pedpunbabix nupp. Ha CKT
OPpIOIIHOI TOJIOCTH M 3a0PIOIIMHHOTO MPOCTPAHCTBA
ot 23.01.2008: B 3a0pIOMIMHHOM NPOCTPAHCTBE Ha
ypoue Th, —L = BH3MaNIH3UPyIOTCA KOHIIIOMEpa-
THI J1/y € KaJbI[MHATAMHU C YETKUMHU OyTPUCTHIMH
KoHTypamu pazmepom 65,0 x 69,0 x 105,2 mm, Ha-
KaIIMBarolfe KoHTpacTHoe BemecTBo. [Ipu Y3U
COCYJIOB MPaBOW MOYKH BBISIBICHA OOCTPYKIIUS
npaBoil moueyHou aprepuu. [Ipeanonaraiocs, 4To B
pesynbTare 00CTPYKIMU TPaBOX TOYEYHON apTepuul y
MallburKa BO3HUKIIO rmoBbiieHne AJl 1o 160/100 mm
pT. ct. B nunamuke ormeueno npu CKT OpromrHoi
MOJIOCTH YBEJIWYEeHHE pa3MepoB 3a0PIOMINHHOTO T1a-
paBepreOpanbHoro oopazosanus Ha yposne Thy, —~ L,
(53,0 x 34,0 x 95,2 MM) C yBeTHYCHUEM KOJINYECTBA
kajabIuHaToB. [1o Y3 Opro1iHo# 0I0CTH IPU3HAKU
OmIMapHON TUIIEPTEH3UH, TUET0AKTA3HUS JICBOM TT0Y-
KH, CHCTEMHOC YBEJIMYCHHE JI/y B BOPOTax reueHu 10
X 5 MM, B amuractpun 11 x 6 MM, 11 X 6 MM, 9 X 5
MM, 00beMHOE 00pa30BaHNE B TIPOSKIIMH BOPOT JICBOI
mouku 19 x 13 mm.

Beimonaena anruorp¢usi. Ha anruorpammax He BbI-
SBJICHO M3MEHEeHMI OpromrHoi aopTsl. Cene3eHouHas
apTepus MPOXOANMa, OTMEYaeTCsl MPOTSHKEHHBIN CTe-
HO3 B cpeaneit Tpetu aptepuu 10 80-90%. Brisiinen
npuycrtbeBoii creHo3 80-90% oOiwuell npaBoil noueu-
HOW apTepuHl C MOCTCTEHOTHYECKUM PACIINPEHHUEM.
JleBast moueuHast apTepus 10 JeJNEeHUS HE M3MEHEHa,
00HaApyXEH MPUYCTHEBOH CTEHO3 BETBU JICBOU IIO-
YEUHOH apTepuu, KOTopas KpOBOCHAOKAET BEpXHUI
IIOJIFOC JIEBOW MOYKH. JIeBas moyeyHast BEHa IPOXOIU-
Ma. [lanueHTy npoBeqeHbl HePPIKTOMUS, yIanieHue
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Tabnuua 4

XapakTepucTtuka naumMeHTOB CO CTEHO30M No4YeydHbix apTtepuin u Mid-aortic cungppomom
no pesynbtatam aHruorpadpum

BospacT «k
MOMEHTY Bbl- AL CK®, Kpea- PEeHUH
Maun- | agnennsa Al mn/ .
enTLl |/ BOSpacT K MM pT. MUK TUHWH, | KpOBW, | KnuHmnyeckuii guarHos [aHHble aHrTorpadum
MomenTy 06- | CT- 1,73 w2 MMOSIb/A | NF/MA
cnenoBaHusa
1 4ropa/ 160/100 |51,1 0,1 -- Helipobnactoma 3abploWwWMHHOIO npo- | MNpuycTtbeBoli CTEHO3
4ropa CTPaHCTBA, CPEAOCTEHUS C NMOPAXEHMNEM | BETBU JIEBON MOYEYHON
5 mec KOCTHOrO MO3ra, LWerHbIX inMbaTU4ecknx | apTepmmn, NpuycTbeBON
y3noB cnesa. CocTosiHMe nocne KOMOUHU- | CTEHO3 OOLLE NMOYEYHOW
pOBaHHOro ne4veHus. PeHoBackynapHasa Al | apTepun, MPOTAXEHHbIN
BC/IeCTBME COABNEHUS U3BHE OOLLEN MO- | CTEHO3 CeNe3eHOYHOoM
YeyHOoW apTepuu, IEBOI NOYEYHOM apTepum | apTepumn
2 7 net/ 140/100 [43,36 |0,165 -- Konoboma — peHanbHbIi cuHapoM. CuH- | CyxxeHne neBoi noyey-
8 net npom HedporeHHon Al EAMHCTBEHHAsA | HOM apTepun Ha BCEM
11 mec noyka BCneacTBme HePpPIKTOMUM KOHTPA- | MPOTSXKEHUN
naTepaJsibHOl No NoBOAY MYbTUKUCTO3HOM
aucnnasum
3 6 net/ 170/100 |87,02 |0,099 T PeHoBackynsipHas apTepuanbHas rmnepTteH- | [IpnycTbeBble CTEHO3bI
17 net 3uns. CTEHO3 NMOYEYHbIX aPTEPUIA, COCTOSIHME | MOYEYHbIX apTePUIn, Cy-
9 mec rnocse CTEHTUPOBAHUS MOYEYHbIX aPTEPUIA, | XKEHME BPIOLLIHOIO oTAeNa
pecteHo3. CyxeHue GpPOLWLIHOrO oTAena | aopTobl
aopTbl. Mid-aortic syndrome. Henpodnbpo-
mato3 1-ro Tuna. Ckonnos
4 15 net/ 170/110 [93.91 0,085 1 PeHoBackynapHaa apTepuansHasa runpe- | CTeHo3 yCTbeBOro otae-
17 net TeH3usa. HenpodubpomaTos 1-ro Tuna, | na BEpxHel OpbiKeeyHomn
nporpeccupyloLLiee TeyeHne, cMellaHHas | aptepun. JByCTOPOHHWUIA
dopma. CTeHO3 yCTbsl BEpXHEl BpbKeEUHOM | CTEHO3 MOYeYHbIX apTe-
apTepun. IByCTOPOHHUIA CTEHO3 NOYEYHbIX | PUA B YCTHEBBIX OTAENAX
apTepun
5 15 net/ 150/90 108 0,078 1 PeHoBackynsapHas aptepuanbHas runep- | CTeHO3 npaBoi NOYeYHOMN
16 net TeH3us. CTEHO3 NpaBo NOYEYHOW apTepun | apTepun
6 7 net/ 165/110 89,34 |0,073 1 PeHoBackynapHaa apTepuanbHasa runep- | JlokanbHbli CTEHO3 cpen-
7 net 9 mec TeH3us. CTeHO3 cpenHer BeTBUN NeBOW Mo- | Heli BETBU NIEBOI Mo4vey-
YeyHou apTepun HOWM apTepun
7 6net5mec/ | 130/80 94 0,047 T PeHoBackynsapHas aptepuanbHas runep- | [poTsaXeHHbIi CTEHO3
10 net TeH3us. CTEHO3 NpaBo NOYEYHOM apTePUN. | B MPUYCTLEBOM OTAENE
6 mec CTeHO3 npaBol BHYTPEHHEN 1 NpaBOM Ha- | NpaBOM MOYEYHOW ap-
PY>XHOW NOAB3A0LLHBIX apTeEPUn Tepumn
8 -- 170/105 | 108 0,078 T [MpnycTbeBO CTEHO3 NPaBOW NOYeyYHOW | [TpnycTbeBOM CTEHO3
16 net apTtepuun. PeHoBackynsapHas aptTepmnanbHag | NpaBo NOYe4yHOn ap-
rmnepTeH3uns Tepumn
9 6 net 7 mec | 143/100 | 114 0,049 T CTeHO03 npaBon noyevyHom aptepumn. PeHo- | CTeHO3 B NPUYCTLEBOM
/7net 1 mec BaCKyfnsipHasi apTepuanbHas rmnepTeH3ns | oTaene nNpaBon HUXHEN
noyeyvHom apTepmun
10 5 net/ 150/110 | 105 0,050 -- PeHoBackynapHaa apTepuansHasa runep- | [pnycTeeBon CTEHO3
5 net TeH3us. CTEHO3 NoYeYHbIX apTepuii, CTEHO3 | NPaBOW MOYeYHOol ap-
BepxHen BpbixeeyHor apTepuun. CyxeHne | Tepuun, NpUyCcTbeBON
6plowHoro otaena aopTbl. Mid-aortic | cTEHO3 NeBO NOYEeYHOWN
syndrome aptepumn
11 14 net/ 210/130 |91 0,091 T CTeH03 no4veyHbix apTepuii. PeHoBackynsp- | CTeHO3 NpaBov NoYeYHon
15 net Has apTepuanbHas rmnepTeH3ns apTepumn, NpuycTbeEBOMN
10 mec CTEHO3 IeBOV NOYEYHOM
apTepun

HelpoOiacToMbl 3a0pIOIIMHHOTO TPOCTPAHCTBA,
CpefoCTeHUs] 1 KOMOMHUPOBAaHHAS XUMHUOTEpaIIusl.
2) Namuentka H., 27.10.2000 r.p. /IeBouka ot 1-i
0epeMEHHOCTH, MPOTEKaBIIEH C yrpo30il mpepbiBa-
HUs, Macca Teja npu poxkaeHnu 2850 r, nmuna 45 oM.
MynBTUKHCTO3 MPaBOH MOYKM BhIsIBIEH Npu Y3U Ha
32-i1 Henene OepemenHoctu. [locne poxneHus y jie-
BOUKH JMarHocTHpoBaHel Mo Y3U arenesus npasoit

Mo4YKHu, npu O(bTaJ'II:MOJ'IOI‘I/I‘{eCKOM HCCICA0BaHUHA

KoJI000oMa JAVUCKOB 3pUTCIIbHBIX HEPBOB oboux ras. B

TUIIOTCH3UBHOM TCpaIrmu.

5 7eT y IeBOYKH OOHApY>KEHbI MHKPOIIPOTEUHYPHS,
nekounTypus, nporennypus ot 0,2 r/i1, B 7 1eT — BbI-
COKasl apTepualibHas THIEPTEH3Ms, pedpakTepHas K

B 8 net y manueHTKH mpu 00CIeIOBAHUN B KITH-
Huke CIIGI'TIMY nuarnocrupoBan Renal-Coloboma

11
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Puc 1. AHrnorpadus: npuycTbeBble CTEHO3bl NOYEYHbIX apTe-
puin, cyxeHne GploLIHOro otaena aopthl. Mid-aortic syndrome
(naupeHT 3).

Puc 3. Aurnorpadusi: npnycTbeBON CTEHO3 NPABOV 1 NIEBO MO-
YyeuyHoW apTepuun, cyxxeHune GproLIHOro otaena aopTsel. Mid-aortic
syndrome (nauuneHTtka 10).

cuapoMm. KominekcHoe odTanbmoiorndeckoe 00-
CJIEJOBAaHNE YCTAaHOBUJIO BPOXACHHYIO MaTOJIOTHIO
000MX Tya3: Kolioboma JUCKOB 3pUTEILHOTO HEPBa,
XOPUOWJTAIBHBIA dTHOYI0apHBIA AEpPMOU] CIIeBa,
LEHTPAIBHBIA U TIepUPEepPHISCKUN XOPHOPETUHUT B
PyOLIOBOI cTanuy, IPOrpeccCUpyIoLIas MUOIHS Cpeli-
HeH cTereHu 000uX IJ1a3, TOPU30OHTAIBHBIN HICTArM,
COZIPY’KECTBEHHOE pacxozsieecs: Kocoriazue o0oux
1as.

ITo manaeiM Y3U, KT, MPT, nuHamudeckoil He-
(hpocumHTHrpadun, yCTaHOBIEHO, YTO MTPaBas MoYKa
IIPECTaBICHA KOHIJIOMEPATOM U3 MHOXECTBA KHUCT
(mmameTpom 110 9 MM), TapeHXMMa He OIpeeIsIeTcs,
¢ynkuus orcyrcrByer. Ilo pesynsraram Y3U, KT
MPEANOIOKEHBI ar€HE3Us IPABOW IOYEUHOM apTepuu,
CTEHO3 YCThsl JIEBOU MoueyHoi aprepuu. Ilo anruo-
rpaduu yCTaHOBIIEHBI OTCYTCTBHE ITPABON MOYEUHON

12

Puc 2. AHrnorpadusi: nokanbHblil CTEHO3 CpefHeli BETBU NIEBOM
noyevyHoM apTepum (naumeHTka 6).

apTepuu, Cy>KEHUE JICBOU MMOYEYHOU apTEpUH HA BCEM
npotskeHuu. [lo ganaeim MPT cocynoB roinoBHoro
MO3ra BBISBIIEHA THIIOIUIA3Hs MPABOM MO3BOHOYHON
aprepun. B Bozpacre 8 net 11 Mec neBouke nposesieHa
HedpoKTOMUS TTpaBoi He(PYHKITMOHUPYIOIIEH TTOUKH.
[TaTonoroanaroMuuecKkoe HCClIEeJOBaHUE BBIIBUIIO
MYJBTUKUCTO3HYIO JUCIUIA3MIO MTOYKU MO THIIOIUIA-
CTHYECKOMY THUILY.

B 10 ner y neBoYKH KOHCTaTUPOBAHBI CHUKCHHE
CK® no xnupeHcy KpeaTHHHHA 10 35 MJI/MHH, IIO-
BbIILICHUE KpeaTnHUHa chiBOpPOTKH 0,153 MMomb/i,
Mo4YeBHHBI 11,6 MMOIB/T; KOMIICHCHPOBAHHBIA Me-
Tabonuyeckuil anuno3. 'eHeanorndyeckuil aHanus
CeMbH YCTaHOBHI y 0a0yTIIKu MpoOaH/ia 1o OTIOBCKON
JMHUH TIATOJIOTHIO Ta3 (Koloboma), ciayxa, ToYeK ¢
nporpeccuposanueM B XIIH, neranbHpiM ucxonom
(B 38 mer). [Ipu MoOneKyIsIpHO-TEHETHYECKOM HC-
cinenoBannu: yactTuaHoMm JIHK-amammse rema PAX
2 oOHapyXeHa HYKJICOTHJHAs 3aMeHa B MHTPOHE
6-ro rena PAX 2 :IVS6-1-g ->c B rerepo3uroTHOM
cocrosiHnu. 3ameHa IVS6-1-g ->c¢ B rene PAX 2 BbI-
SBIJIEHA y OTIa ¥ OpaTa mpobaH/Ia B TeTePO3UTOTHOM
COCTOSIHMM. KIIMHUKO-TeHEeTHYeCcKoe HCCleI0BaHuE
YCTaHOBMJIO ayTOCOMHO-IOMUHAHTHBIH THI HACIE0-
BaHMs, KOJIOOOMA-IIOYEYHOTO CHHIPOMA, C MyTaLUeH
B ree PAX 2 ¢ mporpeccupoBaHUEM B XPOHUUECKYIO
6one3np noyek. C 13 ser manMeHTKa MOJIydaeT 3a-
MECTHUTENbHYIO MOYECUHYIO TEPAIHIO TEeMOINATIH30M.

3) u 4) CambIMU paHHMMH NPU3HAKAMHU HelUpo-
¢ubpomamosa I-eo muna y HabIIOMaemMbIx 2 neten
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SIBIISUTMCh MHOYKECTBEHHBIC MEJIKHE OBaJIbHBIC TTHT-
MEHTHBIE ITSITHA C TIIA/IKOH MOBEPXHOCTBIO, KEITOBATO-
KOPUYHEBOTO IBETa (KaK «KO(e ¢ MOIOKOMY ), PacIo-
JIOKEHHBIE MTPEUMYIIECTBEHHO B 00JIaCTH TYJIOBUIIA,
MAXOBBIX CKJIAJIOK M TIOIMBIIICYHBIX BITA [HH.

3) [Tatment A., 27.01.1994 r.p. HacnenctBeHHOCTH
OTATOIIEHA: Y MaMbl U 0abymku HeiipodhudpoMaTos
1-ro Tuma. C 6 et y MajpurKa BO3HUKAIN TOJIOBHBIE
oo, monsembl AJ] no 170/100 MM pr. c. B 7 ner y
pebenka mpu MPT ronoBaoro mo3ra o6Hapy»KeHbI O4ya-
ru rimo3a. [1pu anrnorpadum ycTaHOBIICHBI CyKEHUE
OpIOIIHOTO OTJEeNIa A0PTHI M MPUYCTHEBBIE CTCHO3BI
00enx MOYeYHbIX apTePHH, cJIeBa 2 MOYEIHBIE apTEPHN.
B 10 ner y manpumka mpoBeieHa JTeCUMITaTH3AIUS
OpIOIIHOTO OTAENIOB a0PThl U MOYEYHBIX apTEPHid,
3aTe€M CTEHTUPOBAHUE HUKHEH JIEBOM [TOUEYHOH apTe-
pun. B 11 net MaibuuKy BBITIOJTHEHO CTEHTHPOBAHKE
[IPaBOil NOYEYHOM aAPTEPUN UPECKAPOTUIAHBIM JTOCTY-
oM. OTMeuanoch CHIKECHUE apTepralibHON Thmep-
TeH3uu B TeueHuu 2 set 10 140/80 mm pt. cT. B cBsizn
¢ Beicokoi Al marmienty B 13 neT npu anruorpadun
IIPOBEJIEH PECTEHO3 HUYKHEM JIEBOM I0YEUHOH apTepuu
(80%). B Teuenne 2 et y maruenTa coxpansuiach Al
mo 173/100 mm pt. ct. B Bo3pacte 15 et maruenty
npu OprolHON aoprorpaduu npoBecHa OanIoHHas
AHI'MOILJIACTUKA IPABOI U BEpXHEH JIEBOHM MTOYEUHBIX
aprepuil. bajioHHas aHrMOIUIACTHKA CTEHO3a [104eY-
HBIX apTepHil y NalyeHTa MprBesa K HOPpMaTH3aluH
apTepHuaIbHOTO JIaBIICHMS.

Amnrnorpadust 1 6anIOHHAsS aHTHOIIACTHKA TI0-
YeuHbIX aprepuil (puc. 1): Ha aHTHOrpamMmax jaua-
THOCTHPOBAHBI CY)KEHHE OPIOLIHOTO OTJeNia a0PTHI,
IIPUYCTHEBBIE CTEHO3bI IMOYEUYHBIX apTepuil. B Bepx-
ueti JIITA rpaguent mpaBrnenus Hwke 20 MM pT. cT. B
umxHeil JIITA u IIITA rpagueHT maBieHus MpeBbI-
man 30 MM pT. ct. [Tocne 6aToHHON aHTHOTUTACTHKHI
IpaJIieHT AaBjeHus He onpeaessiercs. CoXpaHsoTCs
pe3unyanbnbie cTeHo3bl HukHEH JITTA u [1TTA. Aopra
N0 Juiaranuy — cuct./auacton.: 105/78 mm pr. cr.,
cpennee: 87, aopta cpexHee: 87. AopTa mocie nauia-
Taluu — cUCT./muactoi.: 115/80 Mm pt. cT., cpenHee:
87, aoprta cpennee: 87. IlpaBas modedHast apTepust 10
JUAJIaTal|K — CUCT./tnactoi.:80/60 MM pT. CT., cpeaHee:
60, aopta cpemnuee: 87. IIpaBas modyedHass apTepus
noclie Juiaranuu — cuct./auacton.: 115/80 MM pt.
CT., cpenHee: 87, aopra cpemnee: 87. JleBas BepXHSS
MoYeyHasi apTepus J0 JAUIATAllMd — CHUCT./IMACTOI.
108/75 mm pt. ct., cpennee: 75, aopra cpeanee: 87.
JleBast BepXHsisl IOYEYHAS apTepHs MOCIIe TUIATaluH
— cucr./auacroi.: 170/120 mm pt. cT., cpeanee: 132,
aoprta cpexnee: 132. JleBas HIOKHSS MOYeUHAST apTe-
pust 1o AMiaTamy — cuct./auacton.: 70/50 mum pr. cr.,
cpennee: 45, aopta cpenuee: 112. JleBas BepXHsisI 110-

YeyHasi apTepusi Mocie JAUIaTalui — CHCT./IacTOIL.
170/120 mm pr. cT., cpennee: 132, aopra cpennee: 132.
Knunnueckuil quarHos: peHOBacCKyJsIpHAs apTe-
puasibHas runepTeHsus. CTeHO3 MOYeUHbIX apTepHil,
COCTOSIHUE TIOCJIE CTEHTHPOBAHHUS TOYSYHBIX APTEPHIA,
pectenos. CykeHue OpIOLIHOrO OT/ea aopThl. Mid-
aortic syndrome. Heitpodubpomaros 1-ro tuna.

4) IMamuent B., 02.05.1995 1.p. ¥ pebGenka BHI-
SIBJICHO TIOBBIIICHHE apTepUaJbHOTO JaBICHUS C 5
JeT (MakcuManbHoe 3HaueHus 180/110 MM pT. CT.).
IinotensuBHas Tepanus Onokaropamun AK® y manu-
eHTa He nana 3pdekra. Y3U nouek ¢ 1I/IK BbIsBHIO
B 00€HX MOYKaX pacCHITHON TUIT CTPOCHHUS IIOUEUHBIX
aprepuii (10 3 OCHOBHBIX CTBOJIA), TOI03pEHHUE Ha (PU-
OpOMYCKYISIPHYIO TUCITIA3UIO ITouedHoi aprepun. [1o
pesynbratam TKJII ycTaHOBIEHa acCHMMETPHUs KPOBO-
TOKa [0 BHYTPEHHUM COHHBIM apTepHUsiM, yMEPEHHOE
CHIDKEHHE CKOPOCTHBIX [TOKa3aTesIel Mo MO3BOHOYHBIM
apTepusiM, OCHOBHOW M NpaBoOil 3aJIHEH MO3TOBBIM
aprepusim. MPT roioBHOTO MO3ra HE BBISIBHIIA 00b-
e€MHBIX 00pa30BaHM.

[Tpu o TaNBEMOIIOTHYECKOM HCCIIEIOBAHUN A~
THOCTHUpPOBaHA aHTUOTATHUS CETYATKHU IO TUIIEPTOHU-
YEeCKOMY THITY.

BrimonHeHbl abjoMuHaNbHas aoprorpadusi, ce-
JICKTUBHAsI aHruorpaus MO4YeK, BEPXHSS U HIDKHSSA
Me3eHTepuKorpadus. Y MmalueHTa yCTaHOBICHBI
CTEHO3 yCTHhEBOTrO OTJeja BepxHeil OpblkeeyHOU
aprepuu (¢ KPOBOCHAOKCHHEM OpPraHOB OPIOIIHON
MOJIOCTH 3@ CYET IIUPOKUX KoJulaTepajiell CUCTeMBI
BepxXHeW OpbDKEEUHOM apTeprH, HUKHEH OpblKeeuHON
apTepun), IBYCTOPOHHHUMA CTCHO3 MMOYCUHBIX apTepHil
B YCTBEBBIX OTJeNax.

Knunnveckuit quarnos: Heripodudpomaros 1-ro
THIIA, IPOTPECCUPYIOIIee TeUeHHE, CMelIaHHast popma.
Cxonuo3 Il crenenu. BoponkooOpasHas gregopmanus
IPYIHOM KIIETKH. PeHOBacKynsipHas apTepuajibHas
runepreH3ua. CTeHO3 ycThd BepxHEH OpbhKeedHOn
aprepun. CTEHO3 TIPaBOii U JICBOU ITOUCUHBIX apTEPUH.

Knunuueckas xapakmepucmuka nayuenmos ¢ pe-
HOBACKYJIAPHOU 2unepmensuell 6ciedcmeue cmeHosa
noueunol/noveunvix apmepuil (bes accoyuayuu ¢
OpyeuMu cCuHOpoMamu u 3a001e8aHuIMU)

N3 11 mereii y 7 (2 Manbuuka, S 76BOYCK) TUATHO-
CTHUPOBAH CHHJIPOM PEHOBACKYJISPHOM THIEPTEH3UN
BCJIEJICTBHUE OJHOCTOPOHHETO CTEHO03a MOYEeYHOU
apreput (5) ¥ JBYCTOPOHHETO CTEHO3a MTOYEYHOU ap-
tepui (2). Cpenuuit Bo3pacT 7 MallieHTOB K MOMEHTY
JUATHOCTHKY apTepHabHON THIIEPTEH3UU COCTABHII
10,0+1,65 rona.

5) Hesouka (02.01.2005 r.p.) ob6cmeqoBana 1o mo-
BOJIy TOJIOBHOW OOJH, TIOBBILIEHUS apTEPHAIBHOTO
nmasienus (165/110 mM pt. ct.) B Bo3pacte 7 jet. [1o

13
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maaaeM Y3U ¢ K], KT mono3penne Ha CTEHO3 JI€BOI
royeyHou aprepuu. Anruorpadus (B 7 ger 9 Mec):
JIOKaJIbHBIA CTEHO3 CPeJIHEW BETBU JIEBOM MOYEUHOMN
aprepuu (puc. 2).

W3 2 manmenToB y ofHOM (aruenTka 10) ¢ nBycro-
POHHUM CTEHO30M MOYEUHBIX apTEPHIA [0 pe3ybTaTaM
aHruorpaduu IMarHoCTHPOBAHBI CY)KeHUE OPIOIITHOTO
OTJIeJIa A0PTHI U MPUYCTHEBOM CTEHO3 BEPXHEH OpHI-
JKeeuHol aprepud (puc. 3).

10) leBouka (28.01.2003 r.p.) B 5 meT oOcneqoBana
I10 TTIOBOJTY TOBBIIICHUS apTEPUATIHLHOTO IaBJICHUS J10
150/110 mm pt. ct. Tonbko no pesynsraram KT — an-
ruorpaduu movek, anruorpaduu yCTaHOBIICHBI TIPH-
YCTBEBOM CTEHO3 IPABOM U JIEBOY ITOYEYHOH apTepuH,
MIPUYCTHEBOW CTEHO3 BeXHEH OpbDKEEUHOH apTepuu,
Cy)KeHue OproIIHOro oTjaena aopthl — Mid-aortic
cunapoM. [IpoBeneHa npu aHruorpaduu GaJIOHHAS
JIUITaTaIHs.

Y 7 u3 11 manueHToB ¢ peHOBACKYISIPHOU TUTIEP-
TEH3WEH BCIEJICTBUE CTEHO3a IMOYEHHOM/TIOYSTHBIX
apTepuil MpoBeJeHbl OANTIOHHAS aHTHOIUIACTUKA U
crentuposanue (1).

OBCY>XXAEHUE

MpI ipeicTaBUIIN pe3yibTarel anruorpadun y 11
MalUeHTOB ¢ peHoBacKy sipHoi Al 13 11 manuenToB
C PEHOBACKYJISIPHOU TUIEPTEH3UEN AMarHOCTUPOBAHBI
y 1 — meiipobnactoma, y 1 komoboma — peHaIbHBIN
CHUHJIpPOM, y 2 — Helipopubdpomaros 1-ro tuma, y 7 —
M30JIMPOBAHHBIN CTEHO3 TOYEYHOH apTepuH: OTHOCTO-
pouHuii (5) u nBycroporHui (2). [lpuunue! pa3Butus
peHoBackysipHOil Al y aereit pa3HOOOpa3HBbl, U 3TO
OTpaXXeHO B psifie cucTemaruk [1-3, 5, 6].

HeiipobnacToma 3a0pIOMIMHHOTO MPOCTPAHCTBA
HEPEAKO SBISCTCS MPUUYUHON BazopeHanbHOU Al
BCJIC/ICTBHC CIABIICHUS MMOYEYHOM apTepun U3BHE [1,
2]. Y mabmromaeMoro HaMu MaIMeHTa Mpu aHTHOTpa-
(bvn BBISBICHBI MPUYCTHEBOI CTEHO3 BETBU JIEBOM
[IOYEYHOW apTepuH, MPUYCTHEBON CTEHO3 00IIIeH Io-
YEYHOW apTepUH, TPOTSKEHHBIN CTEHO3 CEJIE3€HOYHON
apTepuH B pe3ysbTaTe CIaBiIeHUs HelpoOIacToMOil.

Penxuii Renal-Coloboma cuHIpOM y JAEBOYKH C
SIMHCTBCHHOM JICBOU TTOYKOU BCIIEACTBHE HE(PPIKTO-
MUH, KOHTpaiaTepaIbHOH 10 MOBOAY MYJIBTHKHCTO3a
MIPOTEKAJI C PEHOBACKY/IIPHOM U apeHXxuMaTo3HOM Al

B oredecTBeHHOl TeauaTpudyeckoi HepoIOTUH
MBI BIIEPBBIE MpeicTaBisieM onrcanne Mid-aortic cuH-
JpOMa, XapaKTePHU3YIOLIerocsi CyKEHUEM OPIOIIHOTO
OT/esla a0PTHI U JIBYCTOPOHHETO CTEHO3a MOYEYHBIX
aprepuid, y 2 manueHToB. B HacTosIIee BpeMs Cy>KeHHE
OpIOILIHOTO OTAENA A0PTHI, SBIIAIONIEECS KOHKPETHON
NPUYMHON PEHOBACKYJISIPHON THIIEPTEH3UHN Y ACTEU U
B3pOCJIbIX, 0003Ha4Yar0T kak Mid-aortic syndrome [4,
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6]. 13 2 manueHToB ¢ CHHAPOMOM PEHOBACKYJISPHOI
AT n HeiipoubpomMaro3om 1-ro THIA y OTHOTO BBISIB-
JICHBI Cy’KeHHE OPIOITHOM a0pThI M ABYCTOPOHHUIM CTe-
HO3 II0YEYHBIX apTepuil. B pe3ynbrare npoBeaeHus Jie-
CUMIIaTU3aIIH OT/IEJIOB a0PThI, 3aTEM CTEHTHPOBAHUS
00eux MOYeYHBIX apTepuil OTMEUeHa HOpMalln3alus
ATl y manmenTa. Mid-aortic CHHIPOM, THArHOCTHPO-
BaHHBIN y IEBOUKHU, XapaKTepru30Baics BoICOKOM Al B
pe3yabTare Cy:KeHHs1 OPIOIIHON a0PTHI, IBYCTOPOHHETO
CTEHO03a [TOYEUHbIX apTepuil. IlanueHTKe BbIIOIHEHA
OaJIJIOHHAs AaHTHOIIIIACTHKA TOYEYHBIX apTEePHil.

A. Tummolo u coasr. (2009) npeacraBuiIn pe3yib-
TaThl PETPOCIIEKTUBHOTO aHal3a TedeHust Mid-aortic
cuHapoMa y 36 neteit, y KoTopbsix B 19% auarHoctupo-
BaHbI HelipoduOpomaros 1-ro Tuma, cy)keHne OpIOIITHO-
IO OTZeJa A0PTHI, CTEHO3 MOYCUHBIX apTepuit [6]. MAS
SBJISIETCA PENIKUM CHHIIPOMOM Y JeTel, MPOTEKaeT ¢
Tsokenoit Al BeriencTBUe Cy)KeHHsl OpIOITHOM aopThI
(100%), kak paBUIIO, TOUEYHBIX APTEPHUIL U BUCLIEPAITH-
HBIX BeTBel (86%) [6]. 3 36 y 30 marmenToB ¢ MAS
MIPOBOJMIINCH CTEHTHUPOBAHUE MOYEUHBIX apTepuid,
AQHTMOIUIACTHKA, CTEHTUPOBAHUE U JMJIATAINSI A0PTHI.
ABTOpBI KOHCTaTHPOBaAIH B 17% HapylieHne GyHKIun
MOYEK, JICTaJIbHBIC Ucxoabl B 8% mipu MAS y nereit 3a
nepuon Habmonerus (1,1-19,7 roma) [6] .

A. Izraelit u coaBt. (2012) HaOMOAATN TSHKEITYIO
apTepHabHYIO THIIEPTEH3UI0, HE KYITUPYEeMYIO THIIO-
TEH3UBHOMU Tepanue, y HeIOHOIIEHHBIX MJIJICHIIEB C
Mid-aortic curIpoMoM [7]. ABTOPBI OTMEUarOT HebJ1a-
TONPUSITHBIN MPOTHO3 M Mcxo Mid-aortic cunmpoma
y HEIOHOIIICHHBIX JeTeit [7].

MenukaMeHTO3Has Tepanus TUMOTEH3UBHBIMU
npernapaTaMy UTpaeT BaXXHYIO POJIb B YIPaBICHUU
peHoBackyssipaoit A’y neteit. Y 7 mereii ¢ peHOBa-
cKyssipHOM Al” ¢ OTHOCTOPOHHHUM HJTH 1By CTOPOHHUM
CTEHO30M MTOYEUHBIX apTepHil, yCTAHOBICHHBIM I10 aH-
ruorpaduu, TeKapcTBeHHAas THIIOTEH3UBHASI TEPaTIHsI
(1-2 mpemnapara) He 1a1a OJOKHUTEIBHOTO 3D deKTa.
OTUM TaInueHTaM ¢ peHoBacKysipHod Al (¢ omHo-
CTOPOHHUM HJIU JIByCTOPOHHUM CTEHO30M ITOYEYHBIX
apTepuii) mpoBeacHa O0aUTOHHAS aHTHOIIIACTHKA.

[Tpu Mid-aortic cuHIpOME, CTEHO3€E TIOUEUHBIX ap-
TEepUHl y J€TEU cTpaTerus BeeHUs IpelyCMaTpuBaeT
0aNIOHHYIO aHTHOIIACTUKY, CTEHTUPOBAHUE, TIPHU-
3HaBasi TO, YTO C POCTOM JAETel MOHa00ATCS TOBTOP-
HOE BMEIIATeNbCTBO, PaJUKaIbHAS XUPyprudecKas
Koppeknus [3, 4, 6, 8].

A. Poupalou u coagt. (2013) cooOuunm o pe3yib-
TaTax pajuKaaibHON XUPYPrUUECKON KOPPEKLHH,
BKJIIOYAIOIIEH IByCTOPOHHYIO PEHAJIbHYIO ayTOTpaH-
CIUTAHTAIHIO, y IEBOYKH 3 JieT ¢ Tsokenoi Al o0ycnos-
nenHoil Mid-aortic cunnpomom [8]. Xupyprudeckast
orepanus BKJIIOYaa: 3KCIUIAHTAIUIO0 00X MOYeK,
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AOPTO-IITYHTUPOBAHUE MEXKTY TPYIHBIM U OPIOIITHBIM
OTZEJIOM a0PTHI C IOMOLIBIO IPOTE3a-TPAHCIUIAHTAHTA,
peUMIUIaHTAIMKU 00eNX TOYeK Ha HOPMaJbHBIX TOA-
B3JIOLIHBIX apTepusx. B pesynprare ycneumHo npo-
BEJICHHOH OIepaluy y IeBOYKH (KaTaMHe3 2 Troja)
COXpaHSETCs] HOPMAJIBHOE apTEpUaIbHOE JIaBJICHUE
0c3 TUIOTEeH3UBHOM TepanuH [§].

B neauatpudeckoii He(hyposOruu ¥ aHTHOXUPYPIUN
JIUCKYCCUOHHBIM OCTA€ETCS BOIIPOC O XUPYPrUUE€CKOM
JICYEHUH CTEHO3a IOYEYHBIX apTepuil y nered. Xu-
PYPrU4€ECKOE JICUEHUE TPUMEHSIOT Y IETEH C PEHOBA-
CKYJISIPHOW TUIEPTEH3UEN B Kau€CTBE MEPBON JIMHUU
Teparnuu U KaK NOCIIEJHEE CPEACTBO MIPU OTCYTCTBUU
a¢dekra OT METUKaMEHTO3HOW THIIOTEH3UBHOM Tepa-
muu [4, 6, §].

SAKJTIOMEHUE

[Ipu nmono3pennn (no ganueiM Y3U ¢ UK/, au-
HaMH4YeCKoW HeppoCHMHTUTPAQUU C KallOTCHOM,
MPT, KT) Ha cteHO03 noyeuHo# aprepuu u Mid-aortic
CHUHJPOMA Yy JETEH C apTepraIbHON rMIIEPTEH3HEN T10-
Ka3aHOo MPOBeJIeHIEe aHTHOTrpa(uu OPIOIIHOTO OT/Iea
AOPTHI U TTOYEUHBIX apTepuil.
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