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PEDEPAT

B 0630pe nutepaTypbl 0606LLLEHBI OCOOEHHOCTN TEHEHUS U UICXOLA, CTPATErM COBPEMEHHOr0 iedeHns Mid-aortic cuHapoma,
NPOTEKAIOLLEro C TAXENOoM apTepmnanbHON TMNEPTEH3MEN Yy AETEN.
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ABSTRACT

Literature review summarizes features of the course and outcomes, the strategy of current treatment of Mid aortic syndrome,

affected by severe hypertension in children.
Key words: hypertension, Mid-aortic syndrome, children.

Mid-aortic Syndrome (MAS) y neteit sBisieTcs
ob1eit mpobaeMolt menuarpudeckoi Hedpomorun
U CEpAEYHO-COCYAUCTON XUPYPrUu. AKTYaJlbHOCTh
npoOnembl MAS y nereii 00yciioBiIeHa pa3BUTHEM
TSDKEJION apTepualbHON T'MIIEPTEH3NH BCISICTBUE CY-
KEHUs1 OPIOLIHOTO OT/ENA A0PThI M CTEHO3a OYEUHBIX
apTepuii, pepakrepHOi K Tepanyuu THIOTeH3UBHBIMH
npenaparaMmy, yrpo3oi pa3BUTHsI THIIEPTOHUYECKON
sHUEedaronaTuy, cepAcuHOl HEAOCTATOYHOCTU U
uHcyabTa [1-9].

Tepmun Middle-aortic Syndrome BBenen P.K.Sen u
co0aBT. B 1963 roxy amnst 0003HaYSHHS Cy>KEHUS OPIOTII-
HOTO OTJIEJIa A0PThI M CTEHO3a €€ OCHOBHBIX BETBEH [6].
B mureparype ucnionsiyercs repmunonorus: Middle
aortic syndrome, Mid-aortic syndrome, idiopathic
Mid-aortic syndrome [5-7].

MAS y nereit XxapakTepu3yeTcsi IPOTSKEHHBIM WU
CErMEHTapHBIM CYKEHHEM OPIOIIHOIO OT/IeJa A0PTHI
(pexe AMCTaIhHOTO OT/IENIA TPYIHON A0PTHI ), KOTOPBIH
COYETACTCS C OJHOCTOPOHHUM MIIH JIBYCTOPOHHHUM CTe-
HO30M TOuYeUHbIX apTepuii (6osee 90%), co cTeHo30M
YPEBHOTO CTBOJIA, BEPXHEH M HIKHEH OpbIKEEUHBIX
aprepuil (6onee 35%), nposBisIOmMiics cTaOUIBHO
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TSKEJION apTepuasibHOM THIIepTEeH3UEeH, pedpakrep-
HOH K MenukamMeHTo3HoH Tepanuu [1-10]. Brmepsrie
P.K.Sen u coasr. (1963) onucanu THIMYHYIO JIOKaTH3a-
LIUIO Cy>KeHHUs aopThl Tpu MAS: HagmadparmanbHoe
cyxeHnue (supradiaphragmatic), mogauadpparmansHoe
cyxenue (infradiaphragmatic), B obnactu oudypka-
uu aopthl (aortic bifurcation syndrome) [6] (puc.1).
MAS BKIIIOYaET Cy>KEHUE OPIOITHOTO OT/Iea a0PThI U
ee BeTBel (MOYeUHbIX apTepuil, YpeBHOMN, BepXHEH U
HWKHEH OpbbkeeyHon aprepuii) [1-10].

Leriche cunapom o0yclioBlIeH OKKITFO3HEH B 00-
nactu OuypKalMOHHON YacTH aopThl (THITOILIA3HS,
Hecrenn(pUIecKnii a0pTOapTEPUHT, aTePOCKIEPO3,
TpoMOO3 M JIp) W MOAB3AOIIHBIX apTepuid, yalie
BcTpedaeTcss y MyxxuuH 40—-60 net, nposBisiercs
TIePEMEKAIOIIECICSI XPOMOTOM, OOISIMH B UKPOHOKHBIX
MBIIIIAX PH X0/b0€e, B AalibHEHIIIEM THIIOTpOdUeH
MBIIII] ¥ SI3BEHHO-HEKPOTHYECKUM H3MEHEHUEM KOXKH,
BBICITYIIIIBACTCS ITyM HaJ1 O€pEeHHOM apTepueii B ma-
XOBOM crude, o XOay MOJB3/OLTHON apTepuu U HaJl
OpIOILITHON YaCThIO AOPTHI.

Anatomuueckuii Tunt MAS knaccuuuupyror [5]
Kak: 1) cynmpapeHanbHbIH (HAYMHACTCS BBIIIE YPEBHON
apTepuH WM BepXHel OpbIKeeuHOH apTepun), 2) uH-
TpapeHaJbHbIN (HaYMHAETCAd HAa YPOBHE WJIM BBIIIE
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Tabnuua 1

AccouunnpoBaHHbie gaHHble no MAS y 36 pneten
(A. Tummolo et al., 2009) [2]

ConyTcTBylowme cuHapomsl: | Konnyectso (%), n=36

KonnyecTtBo (%) naumeHTOB C ONYXOJIEBbIMM NOPAXEHNAMUN

Neurofibromatosis type 1 7(19) 3 (43) (3puTEeNbHOro HepBa MMOMbI, BOJIOCOBMAHAS acTpoUMTOMa, HEpO-
durbpoma)

William's syndrome 3(8) 0(0)

Hypomelanosis of Ito 1(3) 0(0)

Feuerstein-Mims syndrome |1 (3) 1(100) (aepmonunoma)

Chromosome 10 abnormality | 1 (3 0(0)

)
Non-syndromic children 23 (64)

3 (13) (HelipobnacToma, BpoxaeHHas nHbaHTunbHas dunbpocapkoma, 3a-
OplonHHasA TepaToma)

MOYEYHBIX apTepuil, HO HIKE BEPXHEH OpbIKEEUHOM
aprepun), 3) uHGpapeHaabHbI (HAYMHACTCS HUXKE
[IOYEUHBIX apTepuil).

o naHHBIM TUTEpATYPBI, B STHOIOTMUECKON CTPYKTY-
pe MAS y nereit unponaruueckuii cocrapiseT 61-64%,
PH APYTUX 3a00J1€BaHUSX (HACIIEICTBEHHBIE CHHPOMBI,
TpoMO03, BHelIHee cxarue) — 39-36% [2-5, 7-10].

bonpmmHcTBO meguaTpuueckux ciaydaeB MAS
SIBIIIIOTCS. UAMONATHYECKUMHU, PEKe BTOPUYHBIMH [5,
7]. dauHble, Kacarommecs accoruanun Mid-aortic
Syndrome ¢ apyrumu 3a0o0jieBaHUSIMHU, TPUBOIUT
A. Tummolo u coat. (2009) [2] (Tabmn. 1). ABTOpHI B
36% nuar"octupoBaiu y neteit ¢ MAS accouunpo-
BaHHbIE 3200JICBaHHUA.

B nocnennue ronel B nexuarpuyeckoil Hedpodo-
CHYECKOM JInTepaType MOSBUIOCH MHOTO IyOnuKa-
uuil mo mpobieMe BPOXKICHHBIX W MPUOOPETEHHBIX
MOpaKeHUH OPIOIIHOW aOpTHI U ee BeTBeU y AeTeit

[1-10]. E.D. Brewer (2009) [10] B cucremaTuke
PEHOBACKYJISIPHBIX M CEPAEYHO-COCYIANUCTBIX MPUYHUH
HE(PPOTeHHOH apTepUalbHON TUIEPTEH3UU y NeTel
BeLesl MAS (Tabi. 2). MAS cunapom paccMaTpu-
BAeTCs MPUYMHON PEHOBACKYJIAPHOW apTepuaibHON
runepreHsuu y pereit [1-10].

Knunnueckuit cumntoMokomiuieke npu MAS y
JeTei: TojgoBHas 00Jb, apTepuanbHas TUIEPTEeH3NS,
He Kynupyemas 2 FMIOTeH3MBHBIMU Ipenaparamu 1
Oonee, 60U B KMBOTE, BHICIYIIMBAEMBIH IIyM HaJ
OpIOIIHOW a0PTOH U MEKIIONIATOYHOUN 00JIACTH, UIIIe-
MuuecKuii uHCyInsT [ 1-8]. ApTepuanbHas TUIIepTeH31s
npu MAS y neteil siBisieTcst cTaOUIBHO TSKEIOH,
TPYAHO KOPPUTHUPYEMOM Jake HECKOJIbKUMH aHTH-
TUIEPTEeH3UBHBIMU IIpenaparaMu. B coorBercTBuu ¢
npeiokenHon J.T. Flynn u coasr. (2014) [11] nepe-
CMOTpeHHOH Kinaccudukanueid, npu MAS cunapome
y IeTei yallle yCTaHaBIMBAIOT TSXKETYI0 CTAaOUIIBbHYIO

1)cungpom yru (apku)
aopTbl (Martorell
U1 cnHpopom Takascy)

2)Middle aortic cuH-
OpoMm «Hagauadpar-
MaJibHbIN»

3)Middle aortic cuH-
npom «nopanadpar-
MasbHbIN»

4)cuHppom budypka-
umm aopThbl (Leriche cuH-
Apom)

Puc. 1. Cxematnyeckoe nsobpaxeHune nokanmsaumm cyxeHus aoptbl no P.K. Sen n coasT. (1963) [6].
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Tabnuua 2
PeHoBackynspHbie n cepae4yHo-cocyaucTbie
NMPUYNHbI apTepuasibHON rMNepTeH3nun
(E.D. Brewer, 2009) [10]

CobcTBEHHO 3ab01eBaHNE MI04YEYHOV apTepumn

durbpomyckynsipHas amcnnasns

DrbpPo3HO-MbILLEYHAA AMCNNAa3Usa MHTUMBI (Hepodubpoma-
T03 1-ro Tmna, cMHapom Bunsamca)

ApTtepuntbl (cnHagpomsel Kawasaki, Takayasu, Moyamoya
disease)

CTEeHO03 NoYeYHON apTepun TpaHcNIaHTaTa

XpoHuyeckas noyeyHas HedponaTusa TpaHcnnaHTaTa

HOBOpPOXAEHHbIE C KaTeTepu3aLmern nynoYHbIX COCYL0B
ApTepuasnbHbIil UM BEHO3HbI TPOMO03
CermMmeHTapHblit MHGAPKT BCIeACTBME aMbonnn
TpaHcnnaHTaumMm noYeyHo apTepun NV BEHO3HbIN TPOMO03

lNoye4Hasi TpaBma
BHeLuHsis komnpeccusi

Heonnasun
Onyxonb Bunbmca

Helipobnactoma

deoxpomoLmMTomMa, NaparaHrnmoMa
HelipodpunbpomaTos (Neurofibromatosis)
Numdpoma

OkosionoyeyHasi remaroma
CepaeyHo-cocyancTbie
KoapkTauus aopTbl
MAS (runonnaswus, cy>xeHue OpIoLLIHON aopThbl)
CuHgpom Williams
Cunpgpowm Turner

apTepHaNbHYIO0 TUIIEPTEH3UIO C PUCKOM ITOBpEXKIe-
HUS OpraHOB-MHIIEHEH, 4TO OmpesesseT Hedmaro-
npusTHO#M TporHo3 (tadim. 3) [10]. Knaccuduxarus
apTepUabHON TUIEPTEH3UHU Y IeTeH, MpeIoKEeHHAs
J.T. Flynn, S.R. Daniels, L.L. Hayman u coast. (2014),
SIBIISIETCS1, 0€3YCIIOBHO, MTPOTPECCUBHOMN M IPAKTUIHOH
JUTS TIeINaTPpUIeCKOi HepOIoTHH.

CBOeBpeMEHHO AMAarHOCTUPOBAHHAS TeTuaTpaMiu
TsDKeNas apTepHuajbHasi TUIIEPTEeH3Us ONpeaesieT
ToKa3zanus K nmposenenuto Y3U ¢ mommuieporpadueit
COCYIOB OPIOITHOM a0PTHI U €€ BETBEH, THHAMUIECKOM
HeppocuuHTUTpa] K, HHIYITUPOBAHHON KaITOTCHOM,
MPT, KT u cenekTuBHOM aHTHOTpa(UHA C TIETBIO THa-
THOCTUKA MAS co CTeH030M IMOYEHHBIX apTepuil y
nereit. CenektuBHas aHTHOTpAUS SBIAETCS 30JI0THIM
crangaptoMm auarHoctuku MAS y nmereit. CyxeHme
OpIONTHONW A0PTHI MOXKET OBITH THATHOCTHPOBAHO C
nomotpio KT, MPT, mo Y3U ¢ mommieporpadueit
OpIOIIHON aOpTHI U ee BeTBel. Vcmonp3oBaHue HO-
Boii TexHosoruu KT 3-D mMoxkeT CHU3UTH MOTpeod-
HOCTh B MHBA3WBHOM aHTHOTrpaduu, HO, KaK CYUTAIOT
C.B. Sethna u coart. (2008), B Hacrosmee BpeMs
anruorpadus moKHA OBITH MCIIONB30BaHA JUTSI TUA-
THOCTHKA MAS y nmereil W ompenencHus: CTpaTeruu
AHTHOIIACTUKY W/WIH XUPYPTHIECKOTO JICUCHHSI [7].
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MAS y nereit mpoTekaeT co CTaOWIBHO TSHKEION
aprepuaibHON runeprensueit (94%), pa3BuTueM Imo-
YEYHOW HEIOCTATOYHOCTH (4%) M KUILIEUHOW UIIIEMUU
(1%) [7]. I'nneproHnueckas sHUeanonaTus, Mo3ro-
BOM MHCYNBT, KapAHONaTHs, cepeyHas HeJJ0CTaTou-
HOCTb, IIOYEUHasl HEJJOCTaTOYHOCTh Pa3BUBAIOTCS B
50% B TpeTbeM HUJIM YETBEPTOM AECITUIETHH Y MalU-
eHtoB ¢ MAS [3, 5].

Kak ormeuarot A. Izraelit u coasr. (2012), HenoHo-
LIEHHBIE JIETH ¢ 1MarHo3oM MAS nmeroT o4eHs mioxon
MPOrHo3 [4]. ABTOpPBI y IBOMX HEJOHOLIECHHBIX JAeTel
¢ MAS c nokanuzanueii cyeHus B OpIOIIHOM OTAeIe
(1) u rpyaaoM otaene aopthl (1), IpOABISIOIIUMCS
TSDKEJION apTepUaIbHOM THIepTeH3ueH, pedpakrepHon
K YEThIpEM TMIOTEH3UBHBIM Ipernaparam, KOHCTaTH-
POBaJIH JIETAIbHBII UCXOJl BCIEACTBHE FreMopparuye-
CKOro UHCYJbTa [4].

OnsiT neyenusst MAS y nereil npencTtaBiieH B
neauaTpuyeckoit nureparype [2, 3, 5, 8, 9, 12-18].
Jleuenue nereit ¢ npu MAS 1 peHOBacKyJIsIpHOH ap-
TepUaIbHOI rHnepTeH31el BKIII0YaeT MeTUKaMEHTO3-
HYIO aHTUTUIIEPTEH3UBHYIO TEPAIHIO, KOTOpast HE AaeT
MOJIOKUTEIBHOTO 3P QeKTa, M03TOMY aHTMOILIACTHKA
W/WIIN PEKOHCTPYKTHBHASI XUPYpPrUvecKas Oreparust
TpeOyIOTCS U1l TOrO, YTOOBI JOCTUTHYTh HOpPMaJH-
3allMy apTepHUaIbHOIO IaBIEHUS, IPEAOTBPATUTD I10-
BpEXKJICHHUE OpraHoB-MullieHel [2-5, 7-17]. Meauxka-
MEHTO3Hasi TMIIOTeH3UBHAs TepaIysl paccMaTpUBaeTCs
Kak JOIMOJHEHHE K Tepaluu y 1eTeil ¢ peHOBaCKYJIsIp-
HOW apTepuanabHON TMIEepTEeH3UeH Mmocie yCHelHbIX
AHTHOIIACTHKY W/ WM XUpyprudeckoii onepauuu [11].
CrnenyeT OTMETHUTD, YTO HEJb3sl Ha3HaYaTh HHTHOUTO-
pbl AII® 1 610KaTophl peenTopoB aHrnoTeH3uHa-11
y J€TEl ¢ pEHOBACKYJLIPHOU apTepUAIIbHOM THIIEPTEH-
3HeH IpU CTeHO3€ 00EUX MOYEUHBIX apTEePHid, CTEHO3€E
MOYEYHON apTepHUn €INHCTBEHHOMN MOUKH.

Crparerust Tepanust MAS y neteii npu Mid-aortic
CHUHJpPOME, CTEHO3€ MOYEUHBbIX apTepuil BKIIOYAET
9HJI0BACKYIISIPHYIO OAJUIOHHYIO aHTMOILIACTHKY, CTCH-
THPOBaHUE, IPU3HABas TO, YTO C POCTOM JETel oHa-
JOOUTCSI IOBTOPHOE BMEIIATENILCTBO, pajuKaibHas
Xupypruueckas koppekuus [2-5,10,12—-18].

VY nereit ¢ MAS 1 cTeHO30M MOUYEUHBIX apTepuil
OPUMEHSIOT OaJUIOHHYIO aHTHOIUIACTHKY, CTEHTH-
pOBaHME H/MIH XUPYPTHUYECKOE BMEIIATEIbCTBO
(aopTO-aopTajabHOE IIYHTHUPOBAHUE, MTOYEUHAS ay-
torpaHcranTanys). Cuutaror, uto 3¢ddext creHTu-
POBaHMSA MMOYCHYHBIX apTepUi (MMIJIAHTALMS CTEHTOB
B MIOYEYHBIC apTepuu) OoJiee CUIIbHEE W MPOIOIKHU-
TeJbHEee, HUKE PUCK ITOBTOPHOT'O CTEHO3a, YEM ITOCIIe
OaoHHOH Tunaranyu. ManonHBa3uBHbBIE OaJUIOHHAS
AQHTHOIUIACTHKA U CTEHTUPOBAaHME ITOYEUHBIX apTepuit
y JeTeil ¢ peHOBACKYJIPHOW apTepuaiabHOI rumep-
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Tabnuua 3

Mpepnaraemas nepecMoTpeHHas knaccudukaumoHHas cxema ans ypoBHen
CTabuNbHOI apTepuanbHO rMNepPTeH3un y geten
(J.T. Flynn, S.R. Daniels, L.L. Hayman et al., 2014) [11]

Knaccundwnkaunsa AL * CpepnHelr ctabunbHon | CAL vnu OAL npwn Harpyske,
CAOww AL T § % %8

HopmanbHoe ALl < 90-1 nepueHTUAN < 95-11 nepueHTUIN <25

vnepTeH3uns 6enoro xanarta > 95-11 nepueHTUIN < 95-11 nepueHTUN <25

MpernnepteHsns >90-i nepueHTUAN nnum >|<95-i nepueHTUIN >25
120/80 mm pT. CT.

CkpblTas runepTeH3ns < 95-1 nepueHTUN > 95-11 nepueHTUAn >25

CrabunbHas > 95-i1 nepueHTUIn > 95-11 nepueHTUIn 25-50

(ycTonumeas) runepTeHamns

Taxenasa ctabunbHas > 95-11 nepueHTUIn > 95-i1 nepueHTUAn >50

(ycTonymBas) rmnepTeHa3uns

(C pUCKOM MOBPEXAEHNS OPraHOB-

MULLEeHen)

Mpumeyanue (J.T. Flynn et al, 2014) [11]:

% yKkasblBaeT nepueHTuib; AL — apTepuansHoe nasnerHune; CAL — cuctonnyeckmin aptepuanbHoe gasnenune; JAL — ouactonnyeckoe
apTepuanbHoe gasneHune. * Ha ocHoBe «National High Blood Pressure Education Program Working Group on High Blood Pressure
in Children and Adolescents. The Fourth report on the diagnosis, evaluation, and treatment of high blood pressure in children and
adolescents [Pediatrics 2004; 114:555-576]»; T Ha OCHOBaHUN NegnaTpU4ECKoro HopMaTUBa Mo AaHHBbIM CYyTOYHOMO MOHUTOPUPOBAHNUSA
AL (CMAL) B npunoxexun Tabnunupl A1-A4 [11]; $ Bo Bpems cHa 1/unv 604pcTBOBaHUS; § 0715 NaLMEHTOB C NMOBbILLEHHO HAarpy3Kkoii, HO
HOpManbHbIM CpefHUM cTabunbHbIM AL 1 oducHbIM ALl, KOTOpoe NMB0o HopmanbHoe (<90- nepueHTUAM), NGO NoBbILLEHHOE (>95-1
NepLLEHTUNN), HO KOHKPETHas knaccudukaums ctabunbHoro AL MoxeT 6a31MpoBaTbCs HA OCHOBE MOJTyYEHHbIX AaHHbIX 1 3KCMEPTHOr 0
KOHCeHcyca. OTU «HeklacCUdULMPOBaHHbIE» MaUMEHTbl AOMKHbI OblTb OLEHEHbI HA UHAMBUAYANbHOW OCHOBE, YYUTbIBasi HANN4ne
BTOPUYHOW MMMNEPTEH3UM U MHOIMOYUCTIEHHBLIX GaKTOPOB CEPAEYHO-COCYANCTOro prcka. HekoTopble KNMMHULIMCTLI NPeAnoYnTaioT
MCnonb30BaTb TEPMUH YCTOMYMBAS apTepuanbHas rmnepTeH3uns ckopee, 4em cTabunbHas apTepurasibHas rMnepTeHsuns.

TEH3UEH OTHOCATCA K COBPEMEHHBIM TEXHOJIOTHSIM
PEHTIE€HO2HI0BACKYISIPHOM Xupypruu. [Ipu noyeunoi
ayTOTpaHCIUIaHTaluu npu Mid-aortic CHHIAPOME U CTe-
HO3€ [MOYEYHBIX apTepuil y A€TEH MOYKY EpPEMEIIA0T
B [TOJIB3/IONIHYO0 00JIACTH C pEMMILIAaHTALIMEl COCYI0B
1 MOYETOYHHKA.

B cooTBeTCTBUY C IPOTOKOJIOM OTAEIEHUS PEHTTE-
HOXUPYPIMYECKUX METOIOB JUArHOCTUKU U JICUEHUS
KJIMHUKU yHHUBepcHUTeTa, AeTsaM ¢ MAS u creno3zom
IIOYEYHBIX apTepuil, UMEIOLIUX BBICOKMI YPOBEHb
apTepUaIbHOIO J1aBJICHUS, IIPOBOAIT KAUE€CTBEHHYIO
MPT, KT Buzyanu3aiuio OpIOIIHON aOpTHI U €€ BET-
Beil. [Ipu BBINMOIHEHNN MHBAa3UBHOW aHTHOrpaduu B
IIPOTOKOJI UCCIIEIOBAHUS, IOMUMO KOHTPAaCTUPOBAHUS,
JIOJIKHBI BXOIIUTh MHBA3UBHASI MAHOMETPHsI AOPThl U
IIOYEYHBIX apTEPUil I OLEHKU I'PAJMUEHTOB JABIIC-
HUSI, ¥ CEJICKTUBHBIN 3a00p KPOBHU M3 MOYCUHBIX BEH
1 niepudepuyecKorl KpOBU IS UCCIEIOBAHNS YPOB-
Hsl peHHHA. TOJNBKO IOCJIE OLICHKH I'e€MOJMHAMUKHU
OpIOIIHO a0PTHI U €€ BETBEH HEOOXOIUMO TPUHUMATh
peleHne o BEIOOpE TAKTUKH JISUeHUsI. XUPypPTruiecKoe
JICUEHUE CIIEAYET HAUUHATD C [IOIIBITKH PEHTTEHOIH0-
BaCKyJISIpHOH KoppeKimu (OajIoOHHAs aHTHOIUTACTHKA,
CTCHTHUPOBAHUE). Y JeTel CTCHTUPOBAHUE HE SBIISCTCS
MpOIIeypoii BEIOOpa TIPU BPOXKJCHHBIX TOPOKaX pas-
BUTUS IIOYEYHBIX APTEPUIA B CBSI3U C POCTOM ITALIUEHTA
1 BBIPAKEHHOM I'MIEPIIa3Med HHTUMBI I1OCJIE CTEH-
TUPOBAHUs, YTO NPUBOAUT K PA3BUTHIO PECTEHO3A.
Tax:ke CTEHTUPOBAHUE MOYKET BbI3bIBATh TEXHUUECKHE

CJIOKHOCTH TIPU TOCJENYIONIeM aopTO-a0pTaIbHOM
ITYHTHPOBAHUU. Y JIeTeH cienyeT orpaHuIuThCs Oa-
JIOHHO aHTHOIUIACTUKOM, TOJIBKO ITPU OTCYTCTBUU €€
9 PEKTUBHOCTH TIOCIIE HECKOIIBKUX TPOIETYp PeliaTh
BOTIPOC 00 YCTaHOBKE CTEHTA WJIH XUPYpPrHUECKOM
Koppeknnu [8]. AopTo-aopTajabHOE IIYHTUPOBAHUE,
KaK PEKOHCTPYKTUBHOE XHPYPTrUYECKOE BMEIIATEIhb-
CTBO, COTIPSKEHO C BBICOKMM PHCKOM CITHHAJIBHBIX
reMopparndeckux ociIoKHEeHUH y neteil. OqHaxo npu
BBICOKOM I'paJIICHTE MHBA3UBHOTO JaByieHus (BoIire 20
MM PT. CT.) Ha 20PTE BBIIIE OTXOXKICHHS TOYCUHBIX ap-
Tepuii 60IBHOMY TIOKa3aHO XUPYPrHUECKOe JICUSHHE.

A. Tummolo u coast. (2009) npeacTaBuIN pe3yiib-
TaThl pETPOCIICKTHBHOTO aHajm3a JedeHus: Mid-aortic
cunapoma y 36 nereit. 13 36 y 30 martuentoB ¢ MAS
OTMEYCH IMOJIOKUTEIBHBIN dPPEKT CTEHTHPOBAHHUS
MOYCYHBIX apTEPHUii, AHTHOILIACTUKH, CTEHTHPOBAHHUS
U JUJIaTaIluy aopThI [2].

D. Porras u coaBt. (2013) oneHuIN pe3yabTaThl
JICUCHUS TISITUACCITH Tpex manueHToB ¢ MAS, cpen-
HUN Bo3pacT 6,7 roma (0T pokaeHus 10 28,7 rona).
Tpunuaru nsatu maruentaMm (66%) ObLTH IPOU3BE-
JIEHbI MHBA3WBHAS YPECKOXKHAS aHTHOIUIacTUKa (21),
XUPYpPrUueCcKoe BMEIIaTeIbCTBO (5), aHTHOIIIIACTHKA
U XHPYyprudecKkoe BMenareiabeTBo (9). Y manneHTos,
KOTOPBIM TIPOBOJMJIACH AHTHOIUIACTUKA M CTEHTHPO-
BaHHeE, He MOTPeOOBaIOCh MOBTOPHOTO OTIEPATHBHOTO
BMeIareascTBa B 58% B Teuenue | roma u B 33% B
Teyenue 5 net. He morpe6oBaioch MoBTOPHOTO BMeIIa-
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TENbCTBA NAIEHTaM [T0CJIE XUPYPTUUECKON ONepariu
B 83% B Teuenue 1 roga u B 72% B Teuenue 10 1eT. B
katamHuese 5,7 roga (0.4-21.1) roga y GonbLIMHCTBA
nanueHToB (69%) oTMedeHO HOpMaJIbHOE apTepHallb-
HOE JiaBiieHue [5].

D. Porras u coasr. (2013) 0600mmim 30-neTHuit
onbIT neueHne MAS. JlaHHBIE TIOKa3bIBAIOT, YTO CO-
YeTaHUE MEJUKaMEHTO3HOT'0, YHAO0BACKYISIPHOTO U
XUPYPrUUYECKOTO JICUEHUS] MOJKET IPUBECTH K CHUXKE-

48

Puc. 2. AHrnorpadus. Mid-aortic Syndrome
— Cy>eHue OPIOLLIHOro oTAena aopThl, NPUy-
CTbeBble CTEHO3bI MOYEYHbIX apTeEPU (naum-
eHT A, 17 ner).

Puc. 3. Aurnorpacus. Mid-aortic Syndrome
— CyXeHuve OpIoLWHOro oTaena aopThl, NpUy-
CTbEBOV CTEHO3 NPaBoOl 1 NEBON NOYEYHON
aptepun (naumeHTka A, 5 neT, Ha MOMeHT
BbINOJIHEHUS ANArHOCTUYECKON 1 nedYebHomn
aHruorpadun).

FRAME=S

HUIO apTepUaJIbHON TMIIEPTEH3UH U IOANCPKAHUIO
HOpMaJIbHOH (PYHKLHU OpPraHOB-MHUILEHEH Naxe y
001BHBIX ¢ TsDKENoi MAS [5].

A. Poupalou u coasr. (2013) moxazamm 3¢ppexrun-
HOCTbh paJMKaJIbHON XHPYyPIU4YECKOW KOPPEKIUH,
BKJIIOYAIOLIEH a0pTO-a0pTaJIbHOE IIYHTUPOBAHUE U
ayTOTPAHCIUIAaHTALNIO 00EUX MOYEK Y AEBOUKH 3 JIET C
TSDKEJIOH apTepualbHOM TMIIePTEeH31H, 00y CIIOBICHHOM
MAS. Xupyprudeckas onepawusi BKJItoJasa: SKCIjIaH-
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TaUI0 00eHX IOYEK, aOPTO-IIYHTUPOBAHUE MEXKIY
IPYIHBIM M OPIOUIHBIM OTAEJIOM aO0pPTHI C MOMOLIBIO
poTe3a-TpaHCIJIaHTaHTa, PEUMIUIAHTAIMA O00CUX
[OYeK Ha HOPMAaJbHBIX MOAB3AOLIHBIX apTepusax. B
pe3yibTaTe yCHelHo MPOBEACHHOM onepanuu y je-
BOYKH (KaTaMHe3 2 T0Aa) COXPaHsUIOCh HOPMaJbHOE
apTepuaibHOe JaBieHue 0e3 MPUMEHEHHS TMIIOTEH-
3UBHOM Tepanuu [3].

M.U. Komuccapos u coasr. (2014) [8,18] cooOru-
JM 0 JIYeHUU JBYX JeTei ¢ MAS, nporekarommm c
TSDKEJION CTaOMIIBHON apTepHaibHON THIepTeH3UEH.
VY oxnoro mansuuka, 17 sert, ¢ Helipodhubpomarozom
l-ro Tuma JUarHOCTUPOBAHBI Cy)KEHHE OPIOIIHOTO
OT/ieNla aopThl, ABYCTOPOHHUN CTEHO3 MOYEUHBIX
aprepuii (puc. 2). B pesynbrare qecuMnaru3anum OT-
JIeTI0B OPIOLIHOM a0PThI, 3aTEM CTEHTUPOBAHUS 00enX
[IOYEYHBIX ApTEPUH Y MOAPOCTKA OTMEUEHO CHUYKEHHE
aprepuanbHoro aasienus (o 170/110 MM pt. cT., mo-
cire 130/100 mm pt. cT). Y I€BOYKH, 5 JIET, yCTAaHOBIICHO
Cy’>KeHHE OpIOIIHOTO OT/IelIa a0PThl, CTEHO3 TOYEYHBIX
apTepHii, CTEHO3 BepXHell OpbhKeeuHol apTepH (puc.
3). B pe3ynbrare npoBeieHHOM ManyeHTKe OaI0HHOM
AQHTHMOIIACTUKY IIPABOI U JIEBOM MOYEUHBIX apTepuit
OTMEUEHO CHH)KEHHE apTepHallbHOTO JaBieHHs (0
OayutonHoW aHrHoruacTuku 150/110 MM pr. cT., TO-
cie OayuloHHOM aHruomiactuku 115/70 mm pr. cT.)
(kxaramHes3 6 Jer).

T.K. Levart, T. Klokocovnik (2012) npeanpunsiiau
xupyprudeckoe nedenne MAS y neBouxu 3 net nocne
TOTO, KOTJIa Ha3HAu€HHUe ISATH TMIOTEH3UBHBIX Ipe-
[apaToB U MPOBEACHUE aHTUOIIACTUKU OPIOLTHOTO
OTJIeJIa a0PThI U MOYEUHBIX apTepuil He NMPUBEIH K
HOpMaJIM3alK apTepuaIbHOro fasienus. [lannenTke
cieflaHa Oomnepanusi aopTo-aopTajIbHOIo IIyHTHPOBA-
HUS, UMIUIAHTAlKs TIOYEUYHON apTepuu B TpaHCIJIaH-
Tar (IOoCIIe PEe3eKLUUHU Y4acTKa BPOXKICHHOTO CTEHO3a
yCThEB MOYEUHBIX apTepuii). YcIemHo npoBeaeHHas
paauKanbHas XUpyprudeckas omnepanus rnpusena K
CHIDKECHUIO apTepranbHoro gasinenus (110/65 mm pt.
CT.) C IPUMEHEHUEM OJHOTO AHTHUTUIEPTEH3UBHOTO
npernapara, yMEHbIIEHUIO BBIPAKEHHOCTH THUIEP-
TpodUU M JUACTONMYECKON MUCPYHKIUU JIEBOTO
xKemymouka [13].

W. Sandmann u coasr. (2014) onucanu pe3yabra-
Thl KaraMHecTH4eckoro HaomogaeHus (114+£81 mec)
36 u3 42 naumentoB ¢ MAS, KOTOpBIM IIPOBOAMIIACH
XUpypruueckas omnepauus. J[BeHaanaTy nanueHTam
noTpedoBajIoCh MOBTOPHOE XUPYPrUUeCKOe BMella-
TeIbCTBO. Jlyulne oTjaneHHble pe3yabTaThl MOJy-
YeHbl Y OOJIBHBIX C M30JIMPOBAHHBIM 3a00J€BaHUEM
AOPTHI U JETEH MIIaIIero MKOJILHOTO Bo3pacTa [15].

J.P. Corbetta u coart. (2011) [16] coobmmiu o
[IOYEYHO! ayTOTpaHCIUTaHTauu y 13 gereii ¢ peHoBa-

CKYJISIpHOM ruriepTensueii (7 neBouek u 6 MaJbuuKoB).
CpenHuil Bo3pacT J1eTeil K MOMEHTY BBISIBICHUS T'H-
NepTeH3uu coctaBmia 8,5 set (auana3zon 4—12 yer), K
MOMEHTY ayToTpaHCIIanTauuu — 9, 12 roxa (quana3on
6—13 siet). DTHONOTHYECKast CTPYKTypa PEHOBACKYJISAP-
HOH apTepuaibHON THIepTeH3uu y aeteid: 6one3nu Ta-
Kasicy (5), hubpomyckynspHas JUCIUIa3Hs OYSHHOH
aprepuu (3), MAS (3) u Hefipodubpomaros 1-ro tumna
(2). B pesynbrare moyeyHoOH ayTOTpaHCIUIAHTALIUHU Y
neteil ¢ MAS koHCcTaTupoBaHbl HOpMAIU3aLUs apTe-
puanbHoro nasienus B 61,5%, ynyumienue — B 38,5%.
B oxHoM ciydae BO3HMKIM MOCIEONEpalMOHHbIE
ocnoxuenus. J.P. Corbetta u coasr. (2011) [16] y neteit
C PEHOBACKYIISIPHOM apTepHabHON THIepTeH3uel mpu
MAS, pedpakrepHOi K MEAUKAMEHTO3HOM THIIOTEH-
3MBHOH TEpanuy U aHTHOIUIACTHKE WJIM CTEHTHPOBA-
HUIO0, PEKOMEHAYIOT TIOYEYHYIO ayTOTPaHCIUIaHTALIUIO.

S. Minson u coasr. (2012) [19] auarHocTupoBaiu
WHGaHTUIBHBIN, TsKenbld MAS ¢ moTHOH OKKIIIO-
3ueil aopThl y MiuaneHua 4 mec. Jleuenue Tspkenoi
apTepualibHON THIIEPTEH3MH MIPOBOJMIIOCEH Y peOeHKa
C MOMOIIBIO MATH TMIOTEH3UBHBIX IpenaparoB U
aHruoIvlacTUky. llanuenty npeanpuHATH elle Tpu
aHTHOIIaCTUYECKHE Npouenypsl. B katamuese y
peOeHKa B BO3pacTe MIECTH JIET OTMEYEHbI COOTBET-
CTBYIOLIME BO3pacTy POCT M pa3BUTHE, HOPMaJIU3aLIUs
apTepuasIbHOIO AaBJIEHUS NPU NMPUMEHEHUH ABYX
TUIIOTEH3UBHBIX MpenaparoB. DTOT ciaydail MoKasbl-
BAET, YTO COYETaHHE MEAMKAMEHTO3HOIO JIEUEHUs U
AQHTHOIIACTUKH MOYKET JaTh OTJIWYHBIA pe3yNbTar,
Jaxe y Jetei ¢ kpaiine Tskensim MAS [19].

IIporno3 npu MAS y nereii, KOTOpBIM HE MPO-
BOJIUTCSl AHTMOIUIACTUKA W/UIM PEKOHCTPYKTHBHAS
XUpypruueckas ornepauusi, cepbe3tsiii. A. Tummolo
u coanT. (2009) ycranoBunu npu MAS y 36 npereit
3a mepuon Habmronenus (1,1-19,7 rona) HapymieHue
¢bynkun nouek — B 17%, netanbHble ucxonsl — B 8%
[2].

V nereii ¢ MAS BO3HHUKAIOT OCIOKHEHUS: HUIIIE-
MHUYECKHUI MM TeMOopparn4eckuii MHCYIBT, Cy10pOru
1 KOMa Kak IpOsIBJIEHNS MWHCYJbTA WM AHTHOCIACTH-
YecKoi SHIeaonaTuu, THIepTpodus JIEBOro Kely-
JI0YKA 1 JIEBOYKEITYI0UKOBast HEZI0CTaTOYHOCTb, OCTPOE
MOBPEXK/ICHHUE MTOYEK, XpOHMUYECKasi 00J1e3Hb oYeK [3].

D. Porras u coasr. (2013) paccunTanu noxkasarenn
BBIKMBAEMOCTH MallMeHToB ¢ MAS u ycTaHoBuMIH,
yT0o 40-JIeTHSS BBIKHMBAaeMOCThb cocTaBisieT 20% [5].

A.M. Bhatti u coasr. (2011), H.B Kim u coabr.
(2012) [12, 20] yka3bIBaIOT Ha, 9YTO OOJIBIIUHCTBO A~
UEHTOB ¢ MAS, KOTOPBIM HE IPOBOJMIIOCH JIEUEHHE,
Kak [TPaBmIIo, He JOKUBAOT 10 35—40-j1eTHero Bo3pac-
Ta U yMUPAIOT OT OCJIOKHEHUM TSHKEIIOW apTepUaibHOU
TUIEPTEH3UHU.
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YcnenrHo npoBeeHHBIE PEHTTEHOAHI0BACKY -
nspHas Koppekus (0aioHHass aHTHOIUIACTUKA U
CTCHTUPOBAHUE) U/WIIH PaJIUKAIbHAS XUPYPrUUYSCKas
oriepalus MPUBOJAT K CHIDKCHHIO apTEepPUATIBLHOTO
JIABJICHUS, TIPEJIOTBPAIIAIOT PA3BUTHE YIPOXKAOIINX
JKU3HU OCJIO)KHGHUW U yIydllarT NMporHo3 MAS y
nerei [2, 3, 5, 8,9, 12-18].

3AKJIIOMEHUE

[IpeacraBieHHbIi 0030p AUTEPATypBI TOKA3HIBAET,
yto MAS y neteil mposiisieTcs TSHKEI0H apTepuaib-
HOW runepreHs3uei, pegpaxrepHoil K KOMOMHUPOBAH-
HOM aHTUTUINEPTEH3UBHOU TEPAIMU U COIIPOBOKAAETCS
Pa3BUTHEM YTPOXKAIOLIMX KU3HU OCIIOKHEHU. [leTsam
¢ MAS, nposiBasitomuMcst cTaOUIBHO TSKETION ap-
TE€pPUAIbHON TUIIEPTEH3UEH C PUCKOM IOBPEKICHUS
OpPraHOB-MMILIEHEH, BBIIOIHAIOTCS PEHTTEHOHI0Ba-
CKyJIsSIpHasi Koppekius (06aioHHasi aHTHOIIACTHKA U
CTEHTHPOBAHUE) W/UIM PaJUKaIbHAs XUPyprudecKas
onepanus (aopTo-aopTajbHOE IIYHTHPOBAaHUE, MO-
YyeyHas ayTOTpaHCIIJIaHTaLNsA).
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