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«KTO0 mNpUBBIK Y KaKA0r0 00JIbHOI0
N3MEPATH KPOBSIHOE aBJICHUE, TOT OyaAeT
YacTO OTKPHIBATH T'HNIEPTOHMIO TaM, I'/I€
HeT HU OJHOI'0 CYOLEKTHBHOI0 CHHAPOMA))

Folgard and Fahr



Kiaccudpukanus aprepuajbHbIX THNEPTEH3UH

 [IepBuuHas (3cCeHIMAIbHAS, HAUONATUICCKAs ),
CUHOHUM TUIIEPTOHUYECKAS 00JIC3Hb

* Bropuunsbie (cumnromarndeckue) Al



OCHOBHBIC NIPUYUHDI
HEeCBOEBPEMEHHOU TUATHOCTUKM:

* OTCYyTCTBUE NOJKHONW HACTOPOKEHHOCTH
BpayeH...

* OTCYTCTBUE TUIUYHON KIIMHUYECKOM
KapTUHBI

* OTCYTCTBUE CBOEBPEMEHHOTO
[IOJTHOIIEHHOT'O 00CJIeIOBAHU. . .



[Toueunsrie (12-15%)
OHaokpuHHbIE (3-5%)

/-/ ["'emonnnamuyeckue (2-3%)
- JlekapcTBenHbIe (1-2%)

Llentporennsie (1-2%)

['unepronnyeckast 00JI€3Hb
(70-75%)



Korga ciaeaxyer 3anmoao3purhb
CUMIITOMATHYECKYI0 Al™?

Cumnromarnueckas Al dcceHnuaganHag Al

v Bos3pact
Momnonaoiu (20-45 net -n P I Crapiue 45 ner
( ) LnauneHTa J - £

OtcyrtctBue Al B 4| Cemeiinbiii | ) Hannune AI' B
CEMEMHOM aHaMHE3e AHAMEHE3 CEMEMHOM aHaMHE3e

I[A,):[ > 110 mm pT. CT. -“ ( «BpBICOT2» AF\ ||- I[A,):[ <110 Mmm pT. CT.

«OcCTphIit» -n Jle61oT AT ||- «ITocTenneHHEBII)

3110Ka4Y€CTBEHHOE, . .
pa3BHUTHE OCIOKHEHMH @ Teyenne | JloGpokadecTBEHHOE

PedpakTepHOCT -'L b dexT }I‘ OOBIYHO XOpoIIuid (IIpU

JICYEeHU s aZICKBaTHOCTH TEPAIUH )




OpraHpl-MUIIIEHU APTEPUATBHOU FHIIEPTEH3UM

I'1a3HO€ ‘ AHTHONATHS

AHO CETYaTKU

' 1M, XCH,
Cepﬂue BHC3allHasA CMCPThb

IHouxnu - Tepmunansaas XITH

1. Weir et al. Am J Hypertens 1999;12:205S-213S. 2. Beers MH, Berkow R, eds. The Merck Manual of Diagnosis and
Therapy. 17th ed. 1999:1629-1648. 3. Francis CK. In: [zzo JL Jr, Black HR, eds. Hypertension Primer: The Essentials of
High Blood Pressure. 2nd ed. 1999:175-176. 4. Hershey LA. In: 1zzo JL Jr, Black HR, eds. Hypertension Primer: The
Essentials of High Blood Pressure. 2nd ed. 1999:188-189.



Heo0xoauMblii MUHUMYM HHCTPYMEHTAJIbHO-
JIA00PATOPHBIX UCCJACIOBAHUMI 1)1

HCKJIIYEHUS cuMIaToMarnueckond Al

N OGuHii 1 GHOXUMHYECKHH aHAIM3BI KPOBHU (TJIFOK034,
XOJIECTEpUH, MOYEBask KUCJIOTA, KpEaTHHWH )

\ O6LImii aHAIM3 MOYH. IIpn HAJIMYMKM OTKIIOHEHUHM — aHAJIU3
Mouu o HeunnopeHko, ucciieioBaHue CyTOYHOU MOYM Ha
O€JOoK

\ V3U nouek, V3" HOYEUHBIX apTepHii

\ DKckperopHas yporpadus Win COHHTArpadHs MoUYeK

\ CyTo4uHAas SIKCKPELHS a[peHAINHA, HOPAAPCHAIHHA,
BAaHWJIMJIMAHIAILHON KUCIOThI, KOPTHU30JI1a, aJIbJIOCTEPOHA

\ KOHIIEHTpaLHs aJIbOCTEPOHA B ILIa3Me KPOBH, AKTHBHOCTb
pPEHHHA IIJIa3Mbl KPOBH (B monokeHuu aexa), 13, T4, TTT

\ DXoKaparorpaMma




ClUCOK HHCTPYMEHTAJIbHO-/1200pATOPHBbIX
HUCCJICT0BAHAM B PAMKAX PACHIMPECHHOI0

AUATHOCTHYCCKOI'O ITOUCKA

v KT (MPT) nmouexk, HaAOYeYHNKOB, THIOMGU3a, 110
MIOKa3aHUAM CeJICKTHBHas (piedorpadus ¢ 3a00poM KpOBH Ha
PEHHUH, alIbJI0OCTEPOH, KOPTU3O0JI

\ MP-anruorpadus HOYECUHBIX apTEPU

\ Axrrorpadus

\ Cuunturpacus c131-MIBG
\ BHOIICHS MOYeK



Kiaaccndpukanus moyeyHbIX (HepporeHHbIx) Al

e PeHomapeHXMMATO3HBbIEC

e Ba3opeHajabHbIEC



Penonapenxumarto3zubie Al (1)

OO1mii aHaIn3 MOYHU

Anxanm3 Mouu no HeunnopeHko
CyTouHas 3KCKpelus 0enka

1l

Jletikonutypust + OakTepuypusl

A 4

VY3U niouek o Yporpadus e
CuunTturpadus

A 4

Pacmupenne UJIC e Pedrokc o
Acummetpus BeiBeaeHus PDII

A 4

XPpOHUYECKUH TTUEIIOHEQPUT




Penonapenxumarto3zubie Al (2)

OOmmii aHajanu3 MOYHU

Anamu3 mouu no HeunnopeHko
CyTouHas KCKpenus 0enka

ll

A 4

[Iporennypus

A 4

A 4

Caxapubid | | ['mnepypukemus, ypuko3ypus,
CyCTaBHOM CUHJPOM

nualdeT

[Tpuem HIIBC u

Otexmn,

JIp. JIEKApCTB TUIIOATLOYMUHEMUS

A 4

A 4

A 4

A 4

VY bTpa3zByKOBOE UCCIIEIOBAHUE MTOUYEK

A 4

A 4

A 4

A 4

TunuyHble U3BMEHEHUSI OTCYTCTBYIOT. BO3MOKHBI MI3MEHEHUS (DOPMBI U Pa3MEPOB TMOYEK,
KOPTUKO-MEAYJIISIPHOIO COOTHOIICHUS

v
buornicusg mouek
\ 4 \ 4 A\ 4 * \ 4
nabernueckay || «Ilomarpuueckasy || JIekapCcTBEHHBIM
A Aarp P AmMuiionnos XI'H
HedpomnaTus ITOYKa THUH




Penonapenxumaro3ubie Al (3)

OO1mii aHaIn3 MOYHU

Anxanm3 Mouu no HeunnopeHko
CyTouHas 3KCKpelus 0enka

Il

[Iporennypus + remarypus

A 4

YJIBTpaBBYKOBOG HNCCIICAOBAHUC TI0OYCK

A 4

A 4

TunuuHble U3MEHEHUS OTCYTCTBYIOT. BO3MOXHBI

N3MCHCHUA KOPTUKO-MCAYJUIAPHOT'O
COOTHOILICHUA

A 4

XPpOHUYECKUH TIIOMEPYJIOHEDPUT

Kamuau OO0nemHOE
00pa3zoBaHMUE
v
KT nouex |
v v
MKE OnyxoJib MOYKH




Ba3opeHaabHasa Al
AJNTOPUTM JIUATHOCTUYECKOTO MOUCKA

* UccnenoBanue APII
e Y3/II' moueuHbIX apTepui
» Heppocuunturpadus (peHorpadusi)

* MP-anruorpadus movyeuHbIX apTEepUid

A 4 A 4

- TAPII « U unu < APTI
e [IpuzHaku cTeHO3a * Het npu3HakoB cTeHO3a
* AcuMMeETpUSI peHOTpaMM e Hetr acummerpuu
peHorpaMm
A 4
Anruorpadus

A 4

Bazopenansnas Al




AHruorpacdus

(CaeBa): Ts:KeIbIN
ATEPOCKJICPOTUYCCKUM CTCHO3
MOYEYHOU apTepUuu

KpeaTruHuH CHIBOPOTKH KpoBH 1,8 Mr/mi

(CpaBa): pe3yJbTar yCHEIIHOI0
CTEHTHPOBAHMS 3 CTEHTAMM

YPpoBEHb KpEaTUHUHA
HOPMaJIM30BAICA B TeueHue 12 mec.



JHAOKPHMHHBbIE AT

HaanmoyeyHnkoBbIe: KOPTUKAJIbHBIC (IIEPBUYHBIN
TUIIEPAIIBIOCTEPOHN3M, CHHIpOM KyI1irHra),
MEIYJUISIpHBIE ((DEOXPOMOIIUTOMA);

I'mnoduszapubie (akpoMmeranus, 0oyne3nb Kymnnara);
Tupeouanbie (THPECOTOKCUKO3, TUIIOTUPEO3);

KiuMakrepuyeckue



I unmepxropTUIIU3IM
BHemaunii Bua 00JHOIO




I unmepropTHIIU3IM
AJIFOpI/ITM AUATHOCTHYCCKOI'O MIOUCKA

HccnenoBanne CyTOYHOM SKCKPEIIMHA KOPTHU30J1a
C MOYOM, MaJIbIU JICKCAMETa30HOBBINA TECT

A 4

[ unepKkopTULIM3M MOATBEPKACH
v
KT, MPT naanoueunukoB, MPT runoduza

h 4

Onyxoyp HaAMOYEYHUKA AneHnoma runodusa
(cunapom UiieHKo- (6one3np UieHko-
Kyiunra) Kyiunra)




AleHoMa runogusa

Maxkpoaagenoma rumnogusa
y 41-j1eTHero 00JILHOIO

JluameTp oOpazoBaHus 2,2
cM




Kiiaccnueckasi Tpuaga nepBUYHOIO
runepajJIbI0CTePOHU3IMA

 APTEPHUATBHAS THIIEPTEH3US
 HEHPOMBIIIEYHBIH CHHIPOM

 ITOYEYHBIH CHH/IPOM




I unepaaba0CTEPOHU3M
AJNTOPUTM JIUATHOCTUYECKOTO MOUCKA

HccnenmoBanne KOHIIEHTPAUM alibJ0CTepoHa 11a3Mbl kKpou (KAID) u
AKTUBHOCTHU PEeHUHA I1a3Mbl KpoBU (APII)

A 4

KATIL UAPIT
v

[IepBruuHBIN
TUNEPATbIOCTEPOHUZM

A 4

KT, MPT Haano4e4yHHUKOB,

MapiieBas mpooa

A 4

TKATIL, NAPII

v

Bropuunsiu
TUNEPANbIOCTEPOHUZM

A 4

v

Onyxonb,
MOJI0KUTEIIbHAS
MapiieBas mpoda

OnyxoJix HET,
OTpUILIATEIbHAS
MapiieBas mpooa

A 4

A 4

Anpnocrepoma

N nuomnartnueckuim
aJIbJIOCTEPOHU3M

v

Jlpyrue BapuaHThI

A 4

CenexTrBHAs
baedorpadus ¢
3a00pOM KpPOBH Ha
TOPMOHEI 13

HAaAIIOYCYHHUKOBBIX BCH




CxeMa «I103TaKHOr0» 3a00pa KpoBH

1. HuxHs mosast BEeHa HUKE
[MOYCYHBIX BCH

2. HuxHss 11osiast BeHa, BBIIIE
BIIaJ€HUS IOYEUYHBIX BEH

3. IIpaBas nmoyeyHasi BeHa

4. JleBas moyeyHas BeHa

5. YcTbe 1eBOM
HAAMMOYECUYHUKOBOU

BEHBI

6. YcThe nmpaBou
HAJANOYEYHUKOBOM BEHBI

7. IlpaBas HaAIIOYEUHUKOBASA
BEHa

8. JleBasg HaAmOYEUHUKOBAg BEHA




boabHoil M., 43 roga. Jluarnos: cuaapom KonHa
CyTouHoe MmoHMTOpUpOBaHue A/l

X. BpeMA {Ha:.]\_ Y: cuct. All, anact. Al (MM.pT.cT), YCC (/MUH)

05.09.01 Bce: [laHHble: 82 YpaneHHo:1 WamepeHua: 61 3nuzoa: 0

Cpeanecyrounoe AJl 201/130 mm pr. cT. (!)



boabHoil M., 43 roga. Yepes 1 roa mocjie onepauuu
CyTouHoe MmoHMTOpUpOBaHue A/l

X. BpemA (4ac.) ,:Y: cuct. All, anact. Al (MM.pT.cT), YCC (/MuH)

50

16 19 22 1 4 7 10
18.10.01 Bce: [laHHble: 83 YpaneHHo:1 WamepeHuda: 68 3nusog:. 2

Cpeanecyrounoe AJl 127/84 mm prT. CT.




AJIBI0CTEPOMA JIEBOI'0 HAANMOYEYHUKA

AnpaocrepoMa
JIEBOTO
HAAMOYECYHUKA Y
44-neTHen
0O0JIbHOU

V33U oOmacTu
HAJIIMOYECYHUKOB




DeoxpoMOIUTOMA

Ilo mpoaynupyemMomy ropMoHy
® A/[pCHAJIMHOBAS

® HOpaJApECHAIUHOBAS

® CMEIIIaHHasA

I1o Joxkanu3zanum
® HAIIOYECUHHUKOBAA
® BHEHAIIOYECUYHUKOBAS



Kiaaccnueckas tpuaga gpeoxXpoMouUTOMbBI
(rpuana Kapnes)

« CEPIIIEBHEHHE

 T'OJIOBHAA FOJIb

 HOTJIUBOCTH




BapuaHThI TeUeHHUA apTEePHAIHLHOU
THNEPTEH3MU NMPU PeoXPOMOIIUTOME

32% 40& 43%
i‘l" .

21%

u KpusoBoe
M [NlocTosAHHanA dopma Al
B Kpu3bl Ha poHe noBbIeHHoro Al

H "Hemblie"



boJuabHou A., 18 jger. /Iluarnos: ¢peoxpoMmouuroma
CyTouHoe MmoHMTOpUpOBaHue A/l

X: BpemMma (4ac.) Y: cuct. AL, gnact. A (MM.pT.cT), YCC (/MUH)

I |

6013 16 19 13

27.03.03 Bce: [faHHble: 131 YpganeHHo: 0 WMsmepeHua: 100 3nuszon: 0

Cpeanecyrounoe AJl 216/147 mm pr. cT. (!)
IlocrosinHast popma AT



boabHas M., 32 roaa. /luaruos: peoxpomonuroma
CyTouHoe MmoHMTOpUpOBaHue A/l

X:Bpema (4ac.) Y: cuct. Al, anact. A (MM.pT.cT), YCC (/MKH)

14 17 2
15.09.03 . HadHHble: 82 YpaneHHo: 0 WsMmepeHua: 69 3nuson: 0

Cpeanecyrounoe AJl 162/116 mm pr. cT.
IlocTossHHO-KpUu3oBas hopma Al



boabHoit B., 21 roa. /Iluarnos: ¢peoxpomouuroma
CyTouHoe MmoHMTOpUpOBaHue A/l

X: Bpemsd (4ac.) Y:cuct. All, gnact. Afl (Mm.pT.cT), HCC (/MUH)

24.09.02 Bce: [HadHHble: 94 YganeHHo: 0 W3MepeHUA: 63 3nusoq: 5

Cpeanecyrounoe AJl 126/75 mm pT. cT.
IHapokcusmaabHas popma Al



DeoxXpoMOIIUTOMA
AJIFOpI/ITM AUATHOCTHYCCKOI'O ITONCKA

HccnenoBanme CyTOYHOU 3KCKPELMU KATEXOJIAMUHOB,
BAHWJINJIMUHIAILHOU KUCIOTHI C MOUYOU

A 4

IToBeIlIeHHE OOJIEE YeM B 2 pas3a

v
KT, MPT Haano4e4yHUKOB

A 4 A 4

Onyxo0Jib HAAIMOYECUYHUKA
(beoxpomoruToma)

Onyxoyip HE HAWJIEHA

A 4

Cuunturpadus ¢ 131-metalionoen3miryanuanaom (MIBG) nis noucka
onyxoJii XxpoMadHUHHON TKAHU BHEHAATIOYECYHUKOBOM JIOKAJIU3AIUU

A 4

BrisgBiien ouar Hakorieausa POIT*

A 4

[TpunenbHass MPT (mouck maparanriinioMsbl )

*POIT - pannodapmnpenapat



DeoxpoMOIIUTOMA IMIPABOIO
HAAMOYEYHUKA

deoxpoMolMToMa paBoro
HAAIIOYEYHUKA Y 45-JICTHEN
0OJIbHOM

Pa3zmep oOpa3zoBanus 2,5 x

3,0 cMm. CnaBnenue HIIB

HuTtpaonepanimonHas
Y3-CKaHOoIrpaMMma




deoxpomodIacTOMA MIPABOIO

deoxpomMobiacToMa
IIPaBOI0 HAJIMOYCUYHHUKA
y 38-neTHenr 00IBbHON

CnupanbHas
KOMIIbIOTEpHAs
ToMorpamma ¢ 3d
PEKOHCTPYKIIUEN

HAANMOYECYHHUKA

DFOY
STANDARD

ky 120
mA 210

B

OFov =]
STANDARD

kw 120
mA 210

1.4
5.0 mn/1,5:1/5, 0sp

DFOW 4 oom
STANDARD

kv 120
mA 210
1.4

5,0 mm/L,5:1/5,0zp
Tiiee A A



I unep- / runmorupeos
AJIFOpI/ITM AUATHOCTHYCCKOI'O MIOUCKA

HccnenoBanue T3, T4, TTI ceiBOpOTKH KpOBHU

A A

T3, T4 UT3, T4
UTTrC NTTC
['uneptupeos ['unotupeos

Y3U, cuuaTUrpadus, TOHKOMrojbHas acnupamuonHas ouorcus (TAB)
IIUTOBUIHOU KEJIE3bI I IIOCTAHOBKU HO30JIOTHYECKOTO JUArHo3a




I'emogunamuueckue Al :

KOApPKTAlUs A0PThI

HEeCIEHU(PUUIECCKHAM a0PTO-apTECPHUUT (00JIC3Hb
Taxkascn)

aTePOCKJIEPO3 a0PThI, DKCTpa- U
MHTPaKpaHUAJIbHBIX COCYJIOB

HCIOCTATOYHOCTDb AOPTAJIBbHOI'O KJIdlIdHA

TUNECPKUHECTUYCCKUM CUHAPOM (TUIEPTUPEO3,
anemuu, HILJ)

jieTopa



KoapKranust aopThbl

Coarctation of the Aorta




KoapKranust aopThbl

Image from the "k ultirm e dia Encyclopedia of Congenital Heart Disease”
Uzed with pemnission from Scientific 5 aftware Solutions [S535)
[555)can bereachedat Y5714 574 @compuserve com @ 1996 by 555

Aoptorpadus



AoOpTajibHAA HEAOCTATOYHOCTD

Laef: e ssbonsrros |
Bz oenites, il e
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