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BpoxaeHHble nopoku cepaua (BIC) -

* 3TO aHaTOMuueckue aedeKTbl B CTPYKTYpe cepaLa, ero Kn1anaHHoro
annapaTta uam KpPynHbIX cOCyA0B, KOTOPble NPUCYTCTBYIOT C POXAEHUA

* BMNC aBnaoTca 06bl4HO cneacTBuem MmyabTUPaKTOPHOro Bo34eUCTBUA

* MpuunHou BIMC moryTt 6biTb KaK IK30reHHble, TaK U FreHeTUYecKue
daKTopbl, AeUCTBYIOWME B Nnepuoa SMOPUOHANbHOro pasBUTUA OPraHoOB
(ot 16-ro aHA po 10-u Heaenn nocne onNnaoAOTBOPEHNA ANLLEKNETKMN)

* BMNC moryTt coyetatbca ¢ BPOXKAEHHbIMU NOPOKaMM PA3BUTUA APYIUX
opraHoB u cuctem (MmoueBoOn, Kenya04YHO-KULLEYHOro TPAKTa,
LLeHTPaZIbHOW HEPBHOMU cUcTeMbl U gp.)

* PacnpocTpaHEHHOCTb MHOXeCTBEHHbIX MOPOKOB Pa3BUTUA COCTaBAAET
0,9-2,4 Ha 1000 HOBOPOXKAEHHDIX



CoyeTaHue BpOXOEHHbIX MOPOKOB
cepaua u MO4YeBOU CUCTEMBI

Y neteun ¢ BlINC oTmeueHa Oornee BbiCOKas
yacTtoTa aHoMarnuMm modyeBou cuctembl — 3-6%
HoBopoOXaeHHbIX ¢ BI1C B cpaBHeHUn ¢ 1,4% B
obLLen nonynauun

» Lallle BCEro BbIABMATCSH Takne aHoManumn, Kak
rmapoHedpos, yaBoeHne MOYETOYHUKOB,
areHe3nsd ogHOW NOYKW, aHoOManuu
DACMONOXEHUSA, NoveYyHasa gucnnasug



CoyeTaHue BpOXOEHHbIX MOPOKOB
cepaua u MO4YeBOU CUCTEMBI

* B nocnegHue rogbl akTUBHO M3Yy4alTCA reHeTUYEeCKMUe NMpUYmnHbI
MHO>XeCTBEHHbIX MOPOKOB pa3BUTULA. PeaynbraTthl
nccnenoBaHUM CBMOETENLCTBYHOT O CyLLECTBOBAHUN FeHOB-
pPeryrnaTopoB aMmbpuoreHesa, Takmx kak PAX-2, WT-1, BMP-7,
BMP-5 n gp. Hapsaay c perynsaumen metaHe@parnbHOro
Pa3BUTUSA, 3TU rEHbl 0becnevynBaroT MEXTKAHEBbLIE
B3aMMOOEUCTBUSA, KOHTPONMMPYA pa3BUTUE a3, OpraHoB crnyxa,
KOCTHOW N APYrMX CUCTEM MEe3eHXUMAarbHOro NPOUCXoXaeHUs.
MoXXHO NpeanonoXmnTb, YTO B OCHOBE (DOPMUPOBaHNS
MHO>XECTBEHHbIX MOPOKOB Pa3BUTUSA NEXNUT HapyLLeHune
9KCMpeccun reHoB-PerynaTopoB amopumoreHesa



JAMA Netw Open. 2022 Jul 1;5(7):e2224152.
doi: 10.1001/jamanetworkopen.2022.24152.
Prevalence and Clustering of Congenital Heart Defects Among Boys With Hypospadias

Melissa A Richard i, Jenil Patel 23, Renata H Benjamin 2, Emine Bircan2, StephenJ Canon=28, Lisa K
Marengo £, Mark A Canfield £, A J AgopianZ, Philip J Lupo 3, Wendy N Nembhard 3¢

PacnpocTpaHeHHOCTb M KNacTepu3aumna BPOXKAEHHbIX MOPOKOB cepAua cpean Masibu4MKOB C
runocnagauei

[Mnocnaama — pacnpoCcTpaHeHHbIN BPOXKAEHHbIN AePEKT MOYEBbIBOAALLMX NYTEN Y MY>KUMH,
KOTOPbIN MOKET bbiTb N30/IMPOBAHHbIM MM COYETATLCA C APYTMMU CTPYKTYPHbIMU NOPOKaMM
Pa3BUTUA, BK/IOYaA BpOXAeHHble Nnopoku cepaua (BrC). Puck conytersytouimx BINC cpeam
Ma1b4MKOB C rMnocnagmen mano nsy4yeH.

Llenb: oxapaKTepmn3oBaTb PUCK pa3BuTuA TaXKeblx BIC cpeam manbynkos, poaMBLUMXCA C
rmnocnaguen.

An3anH, ycnoBua U YH4aCTHUKKU. B STOM peTpoCneKTUBHOM KOFOPTHOM UCCAeA0BaHUN
NCMONb30BaNNCh AaHHbIE MONYASALUMOHHbIX MPOrpamMmm HabarogeHUA 3a BPOXKAEHHbIMMU
AedpeKkTamm cpeam BCeX MAaAEHUEB MYXKCKOro nona, poausuinxca 8 11 wratax CLUA B nepuoga c 1
AHBapA 1995 . no 31 agekabpa 2014 r. CtaTUCTMYECKNI aHa/InM3 NPOoBOAMACA CO 2 ceHTAbpA 2014 r.
2020 . no 25 mapTta 2022 .

Pesynbratbl: Cpeau 3,7 munanoHos bepemeHHocTen B Texace n ApkaHsace y 1485 ma/ibunkos
6blna runocnaaus u conytcTeytowmn BINC. Manb4ymKku ¢ runocnagmen B 5,8 pasa (95% W, 5,5-6,1)
yawie nmenu conytcraytowmm BIC no cpaBHEHUIO C Manb4YMKamu 6e3 runocnagmu.
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17912 Recurrent Deletion Syndrome

Marissa W Mitchel 1, Daniel Moreno-De-Luca?2, Scott M Myers 1, Rebecca V Levy 3, Stefanie
Turner 2, David H Ledbetier 2, Christa L Martin

Margaret P Adam, Jerry Feldman, Ghayda M Mirzaa, Roberta A Pagon, Stephanie E
Wallace, Lora JH Bean, Karen W Gripp, Anne Amemiya

In: GeneReviews® [Internet]. Seattle (WA): University of Washington, Seattle; 1993. 2016 Dec
8 [updated 2020 Oct 15].

|CV|H.qp0M pPeKyppeHTHOMU geneuun 17912

CuHOpoMm pekyppeHTHoM aeneumn 17912 xapakrepumsyetcst pasfimiHbIMM KOMOUMHaULMAMU TPeX
cnegyroLwmnx NnpuUsHaKoB: CTPYKTYPHbIMU UNU PYHKUMOHaNbHLIMU HAPYLLUEHNUAMWU MOYEK U
MOYEeBbIBOOALLMX NyTEN, AMabeToM B 3perfioM Bo3pacTte U HapyLleHNdAMU pa3BUTUa HEPBHON
CUCTEMBbI U HEPBHO-MCUXNYECKUMU paccTpoucTBamu (HanpuMmep, 3agepXxkon pasBuTug,
YMCTBEHHOW OTCTallOCTbIO, PACCTPOMCTBOM ayTUCTUYECKOro CNeKkTpa, LLn3opeHnen,
TpeBoron n BUNONAPHLIM PACCTPONCTBOM). Y AaHHbIX NaUNEHTOB MOryT BCTPEYaTbCS U
BPOXXAEHHble MOPOoKU cepaua.

cnonb3ya meToq aHanus3a gaHHbIX, aBToOpbl onpeaenunu, YTo NOMIMKUCTO3 NOYEK U Apyrue
CTPYKTYPHbI€ 1 OYHKLIMOHabHble aHomarnmm noyek Bectpevatorcs y 85-90% OOmnbHbIX.

[unarHo3 yctaHaBnmBaeTcs y npobaHaa nyteM 0OHapYy>XeHUSA reTepo3nroTHON PEKYPPEHTHOM
neneunun pasmepom 1,4 Mb Ha xpomocomMe 17912 ¢ NOMOLLILIO XPOMOCOMHOIO
MUKPOMAaTPUYHOIO TECTUPOBAHNSA UNU OPYrNX rEHOMHbIX METOAOB.

INleyeHne aHomanuin No4yek, HapyLweHUn HepPBHO-NCUXMYECKOro pas3BuUTUA, Anabeta, aHomanmim
MONOBLIX NMyTEWU, NeYeHn, rnas, BpoXAEeHHbIX MOPOKOB cepAua, Cyaopor N HEMpPOCEHCOPHOU
TYroyxocTu criegyet NnpoBoAnUTb B COOTBETCTBUWN CO CTaHAAPTHOW NPaKTUKOMW.

.
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* Orphanet J Rare Dis. 2013 Feb 12:8:23. doi: 10.1186/1750-1172-8-23.
« Barth syndrome

« Sarah L N Clarke 1, Ann Bowron, Iris L Gonzalez, Sarah J Groves, Ruth
Newbury-Ecob, Nicol Clayton, Robin P Mariin, Beverly Tsai-
Goodman, Vanessa Garratt, Michael Ashworth, Valerie M
Bowen, Katherine R McCurdy, Michaela K Damin, Carolyn T

Spencer, Matthew J Toth, Richard I Kelley, Colin G Steward
. ‘CVIH.quM bapTa \

» CuHgpom bapta (BTHS), BnepBble onncaHHbIn B 1983 roay,
paccMaTpuBaEeTCA Kak pegkoe X-cuensieHHoe reHeTu4yecKoe 4
3aboneBaHue, xapakrepusyroLieeca KapamoMmmonaTtmen, CKeneTHou
MuonaTuen, 3agepXXkou pocta, HEUTPONEHNEN U NOBbLILLEHHbLIM
BblAENEHNEM C MO4YON 3-MeTunrinyTakoHoBon kucnotbl (3-MGCA).

* KnnHmnyecknmm ocobeHHOCTAMU ABAAIOTCA: AnnaTtaunoHHas
Kapanomumonartua, rmneprpoduyeckada kapanommonarug,
donopoanacTtos sHOoKapaa, HEKOMMAKTHOCTbL JIEBOIO Xenyaouka,
XXenyaoo4ykoBble apuTMnMKM, BHe3anHaga cepgedyHasa cMepTb, YannHeHne
nHtepsana QTc.
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OHOoKapananbHbi pudpoanactos npu BTHS.

(A) QHOoKapa BbIrMsauT aHoManbHO 6negHbIM (MOMEYEHO 3BE3A0YKON);

(B) Ha cooTBeTCcTBYIOLLEN MUKpOdOTOrpadum HabnogaeTcsl 3aMeTHOE
yTOSILLleHMEe (CTpernka) NoBepXHOCTM 3HAOKapaa.



Birth Defects Res A Clin Mol Teratol. 2014 Oct;100(10):801-5.
doi: 10.1002/bdra.23302. Epub 2014 Sep 5.
Analysis of renal anomalies in VACTERL association

Bridget K Cunningham 1, Alina Khromykh, Ariel E Martinez, Tyler Carney, Donald W
Hadley, Benjamin D Solomon

|AHanu3s aHomanui noyek B accoumaumn VACTERL |

Accouymayma VACTERL oTHOCUTCA K COMETAHUIO BPOXOEHHBIX aHOMarn, KOTopble
MOryT BKIOYaTb: aHoManuu no3BOHKOB, aHanbHyK aTtpesuto, Nopokn pasBUTUS
cepiua, TpaxeonuweBoaHYy PUCTYyny C aTpe3nen nuilesoga, noyeyHbie aHomanmu
(ODbIMHO CTPYKTYPHbIE NOYEeYHbLIE aHOManumM) U aHoMasnm KOHEYHOCTEWN.

OGcnepoBaHo 48 nauneHTOB, UMEKLLUX Kak MUHUMYM Tpy koMmnoHeHTa VACTERL.

PesynbTrathl. Y Tpuauaty tpex (69%) ns 48 nauneHToB Obinu KnNnHU4eckue
NMPOABNEHUS NOPAXEHNA MOYeBOWN cuctembl. Hanbonee YyacTblM NOYEYHBLIM
nposieNeHneM Bbbin My3bIPHO-MOYETOUYHUKOBLIN PEIOKC, B AOMOMMHEHUE K
CTPYKTYpHOMY AedeKTy (npucyrtcteoBan B 27%), 3ateM crnegoBarnia OgHOCTOPOHHSS
areHesuns noykun (24%), n ganee gucnnacTuyeckne/MynbTUKUCTO3HbIE MOYKU UNK
yaBoeHme novek(18%
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CobcTBEHHOE KIIMHM4Yeckoe HabnageHue

* bonbHon M.,17 nerT, (27.10.20006 r.p.) Haxoguncs B otaeneHuu
aeTckou kapauonorun n kapguoxmpyprim oIy «MHBX um.
B.K.'ycaka» M3 P® ¢ 27.03.2024 1. no 04.04.2024 .

« XXANNOBbI: Ha noabem Al no 150/60 mm pT.CT. HA PoHE
rMNOTEH3MBHOWU Tepanuu, cnabocTb, OTEYHOCTb HUXKHUX
KOHEYHOCTEN B BEYEPHEE BPEMA.



AHaMHe3 3aboneBaHus

Yy noapocTka BIC:
KoapKTauus aopTbl
anarHoctupoeaH B 2009
roay, B Bo3pacTe 3 nerT.

Mo pe3ynbratam  IxoKI
(14.12.09):. KoapKTrauus
aopTbl B TUMW4YHOM MecCTe,
AP Ha Ko Ao 49,2 MM pT.CT.

B OproLLHOWU aopte
KPOBOTOK FTaMUHapPHbIN.
KoHueHTpu4yeckasn

runepTpodus NieBOro

xenypnouka. 3C 0.64-82 cwm,
M>XI1 0.68-0.86 cmMm.
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AHaMHe3 3aboneBaHus

B 3 roga BbinonHeHa 3HAOBACKYNAPHO
OannoHHaa pAgunartauua KoapKtauuuM aopThbl
(03.2010), a 3aTemM pe3eKuumsa KoapKrauuum aopThbl
C aHaCTOMO30M «KOHeL, B KoHeu» (04.2010).

AxoKI' (09.2010): coctosaHue nocne P3[
KOoapKTauMm aopTbl U pe3ekuMn KoapKTauuu
aopTbl aHACTOMO3 KOHeL B KOHel, KPOBOTOK B
OprowHOM aopTte nynbcupywowmn. CKOpOCTb
KPOBOTOKa 108 cMm/cek. JaHHbIX 3a
pekoapkTtauuto HeT. OcTtaTtouyHbIn AP Ha HUCX. Ao
22 MM PT.CT. YMepeHHasa runepTtpodus CTEeHKMU
FfieBOro xenyaodka.

Oo 12 net Ha nocneapywwmux IXO-KI
oTpuuaTenbHOU ANHAMUKN He Habnaanocs.




AHaMHe3 3aboneBaHus

Ha npotaxexnuun 2018 ropa pebeHka nepnoanyveckm decnokouna
roriroBHasas 6Oonb, ObICTpaa yToOMNAeMOCTb npu duU3nvYecKux
Harpy3kax. OTMevanucob anmsoabl nogsbema A oo 135/70 mm pT.CT.

B Bo3pacte 12 net (01.2019) rocnutanu3npoBaH B oTAerieHue
AeTCKoOn Kapauonorum n kapamoxupyprum AHBX.

Mo pesynstatam CMAL. auvHamuka A xapaktepHa Ans
CTaOUNbLHON U3ONUPOBAHHOU apTepuanbHON rMNEepPTeH3Un B TeYeHue
cyTok. lNMonyyan nedyeHue. Kantonpun no 6,25 2 p/a 3 mec, cheHUOyYT
no 200 mr 2 p/a 2 mec.

Mamon pebeHka Tepanus Oblyla CaMOCTOATENIbHO OTMEHEHa,
NOBTOPHOE CYTOYHOEe MOHUTOpupoBaHue A[l He BbINOSTHEHO.



AHaMHe3 3aboneBaHus

B 15 net (10.2021) rocnutanu3npoBaH B OTAENIeHUE OETCKOWU
kapanoxupyprum MHBX Ha choHe nogabema Al ao 200/50 MM pT.CT.

CMAL: umdpbl CAL HOULIO XapakKTepHbl AnNSA TUNepTeH3uwu
(87%). «HpeKkcbl Harpy3ku pasneHuem» CALl B TeyeHUe BpemMeHMU
HabnaeHNA XxapakTepHbl ANA CTAOUNBHON rMNEePTEeH3UMN.

B TeyeHMe 2 ner nony4yan 3Hananpun no 5 mMr 2 p/Aa,
meTonpornon no 25 mr 2 p/a, tpom6o ACC no 100 mr 1 p/a. Ha cdoHe
Tepanuu coxpaHsanacb apTepuanbHas runepTeH3ns, € exeaHeBHbIMU
nogbemamu ALl po 150-170/60-70 mm PT.CT.

Ha nporaxeHnn 2-x netr pebeHOK Kapauonorom wu
Kapanoxupyprom He Habnrogancs.



AHaMHe3 3aboneBaHus

B 17 net (11.2023) o6¢cnenoBaH B oTAeNeHMN A4EeTCKOU Kapanonorum n kapamoxupypruv MHBX:

AxoKI': cocTosiHMe nocne yctpaHeHUA Koapktauuum aopTtbl (20 FOr aHacTomMo3 “kKoHel B KOHewl, ).
PekoapkTauusa - (Op Hucx. Ao - 40,0 mm pT.cT, Aip cpea. 22,0 mm pT.cT). Kamepbl cepaua He pacLUMpeHbl,
runeptpodua mmokapaa nesoro xenyaouka. lNMponanc NC mutpanbHOro KnanaHa, MUTpasribHas
HepocTaTo4yHOCTb 1 cT. YanuHeHue xopabl. J11 3,08*4,69 cm; MMM 3,28%4.75 cm; MK 2,54 cm. KOP 3,02 cwm;
KCP 4,68 cm; 3C - 1,02 cm, MXKI - 1,03 cm, KOO 101,3 mn; KCO - 35,6 mn; YO - 65,7 mn; ®B 65%, ®Y 35%.
MNMepukapp 6/0. B 6prowiHon Ao nNynbCOBOU KPOBOTOK.

CMA/: auHamuka A[l xapaktepHa ons ctabunbHOU N30JIMPOBAHHOU CUCTOSTUYECKOM
apTepuvanbHON rMNepTeH3un B Te4eHNUN CYTOK, CTaOUITIbHOU N30SIMPOBAaHHON ANACTONMNYECKOU
apTepuanbHON rMNOTEeH3MN B HOYHbIe Yacbl. CpeaHee cucronnyeckoe Al aHem 150 mm pr ct. (ot 110 oo
164), Houbto — 141 mm pT.cT.(OT 130 fo 153). CpeaHee Anactonunyeckoe All aHem 66 mm pT.cT. (oT 41 OO
87), Houbto - 48 mm pT.cT.(OT 37 Ao 59). Bo BpemMs CPUHUHIoBOro BapuaHta MOHMTOPUPOBaAHUA AbIXaHUA C
OLeHKOM ABYX OTBeAEeHUN NHEBMOrpamMmmbl BbisiBNeHo 135 ann3onos HapyLweHUsa AbIXaHUs
anutenbHocTbio oT 10 Ao 81 ¢ (MHAaekc anHO3/rMNonNHO3 18, YTO COOTBETCTBYET CpeAHEen CTeneHwu
CUHApPOMaA anHoO3 CHa).

C yyeTom apTepuanbHON runepTeH3nmn B cTalMoHape Ucnosnb30Bann pa3Hbie KOMOUHauun
rMNOTEH3NBHOMN Tepanuu ¢ TuTpoBaHuem Ao3: (27.11.-31.11)-avananpun 5-10 mr 1 p/a, (27.11.-15.12.)-
meTonponon 25 mr 2 p/p, (31.11.-06.12.)-rmnotnasung 25-50 mr 1 p/a, (31.11.-06.12.)-amnogunuH 5-10 mr
1p/A, (31.11.-15.12.)-pamunpun 2,5-5 mr 2 p/a, (10.12.-15.12.)-mokcuunguu 0,2 mr 1 p/a.

Ha choHe nonyyaemon tepanum cucronnyeckmm nokasartenob Al 120/130 mm pT.CT, C
nepmoanyYeCcKUM BHe3anHbIM noBbiweHuem Ao 160/180 mm pr.cT.



AHaMHe3 XU3Hu

BepeMeHHOCTL nepBas, npoTekana c yrpo3oun npepbiBaHUa B 6-7 Heaenb, 13 Hegenb, 21-22
Hegenun, 27-28 Hegenb, HA POHe aHemuun, andpdysHoro 3o06a, XpoHUYeckoro Tupeomnanta. Poabl -
KecapeBo cedeHue B 38-39 Hen. Macca tena npu poxgeHun 3350 r, anuHa 54 cm. o wkane Anrap
7/8 6annos.

C 3 wMecdueB Habnwgaetca no nosBoAy aronuyeckoro gepmatuta. KoHcynbtupoBaH
9HOOKPWHOMOroM B 7/ MECAYHOM BO3pacTe - CUHOPOM FMMNeprinkeMun HaTowlak. YrpoXxaembln Mo
pa3BUTMIO caxapHoro gnabeta 1 tuna. Habniogaetcs HeBponaTornoroMm ¢ 8 MecsueB . NOCneacTBus
nepuHatanbHoro nopaxeHuna LIHC, cuHaopom nupamuaanbHoOM HepocTtaTovyHOCTU. B rogosarnom
BO3pacTe - KUGOo3 MOACHUYHOro oThesnia no3BoHOYHMKA. B 2 roga HeBpoOnaTtonoromM BbiCTaBreH
avarHos - nocneacTeust nepuHatansHoro nopaxeHus LIHC, uepebpoacTteHOHEBPOTUYECKUI CUHOPOM,
CUHOPOM rUNEPaAKTUBHOCTU. 3adepkka TemrnoB pedyeBoro pasputuda. Ha 33C B 2008 r. nerkas
cTerneHb BHYTPUYEpENHOWN runepTeHsnn. 33l - B npegenax HopMbl. HaxoAnTcs Ha y4eTe OoKynucTa C
2011 r. no noBogy cMmellaHHoro acturmatmama. B 2011 r. opTonegomM BbISIBIIEHO MSIOCKOCTONME,
HapyweHne ocaHkn. B 2018 r. Haxogunca Ha nedveHun B Hesponoruvyeckom otaerneHuu FTOKB Ne 5 r.
[l1oHeuKa C AOuarHo3oM: rMNepPKNHETUYECKOE PacCTPOMUCTBO MnoBedeHusa. TuKo3Hoe pacCcCTPOMCTBO.
[Mony4yan Tepanuto: PeHndyT, TEHOTEH, IMULNH.

[MpuBNT no Bo3pacty. B 6 net nepeHec BeTpsaHyto ocny. OPBU 1-2 pasa B rog. ThbLl, BeH.
3abonesaHus, BUY otpuuaet. AucyHKUNM KULLEYHMKA 3a NOocnegHne TPy HEOQENN HE OTMeYarnoch.



OOBbEKTUBHBLIU CTATyC

PocTt — 168 cm (P 10-25), macca Ttena — 73,5 kr (P 50-75), okp. rpya. knetkum — 91 cm (P
50-75), okp. ronoBbl — 56 cMm (P 50-75). UMT - 26,04 (M30bITO4YHass macca Tena). Pusnyeckoe
pa3BuTUE AUCrapMoHUYHOeE, 3a CHeT pPOocCTa,.

T - 36,6°C, ALl (npaBasa pyka) — 125/70 mm pT.cT., ALl (npaBas Hora) — 110/80 Mmm pT.CT.,
YCC - 70 ya/muH, Y[ - 16/muH, SpO2 — 98%.

CoctosiHne pedbeHKa cpegHen cTeneHUu TAXeCTn, obycrnoBneHo noBbiweHnem AL Ao
150/60 mm pT.cT. KOXKHbIe NOKPOBbLI OObLIYHOro LBeTa, BNaXxHble. B nognonaroyHou obnacTtu
cneBa — n/o pybeu, MHOXXeCTBO HEBYCOB Ha TyJrfioBuLle, B NOAJIONAaTOYHOM obGnacTu cnpaBa —
nanunnomMma. BbipaXeHHbIN MNOAKOXHO-XXMPOBOU cnon. Buaumblie cnusanctble 00O0NOYKM
yuctble, po3oBble. [lonocTb pTta caHupoBaHa. [ManbnupyrOTCA Menkue noA4vYentCTHbIe
numdoys3nbl, noaBuXHble, O0e3bonesHeHHble. CKonuoTnyeckass oOCaHKa. AyCKynbTaTUBHO
AblXaHWe Be3UKYNsIpHOe, NpPOBOAUTCA BO BCe OTAenbl, XpunoB HeT. ToHbI cepaua
PUTMUYHbIEe, NpUrnyweHbl. BoicnywmnBaeTcsa cMCTonnMyYeckuun Wwym Bo 2 M/p cneBa OT rpyAuHbI
cpeAHen MHTEHCUMBHOCTU. Ha GeppeHHbIX apTepusx NynbC CHMXEHHOU amMnnutyabl. XXnBot
AOCTyneH rnyookon nanbnauuu, 6e36one3HeHHbIN. [leyeHb He BbICTYNaeT U3-No4g Kpas
pebepHon ayrn. CeneseHka He nanbnupyetcda. CMMNTOM MOKOJfla4YMBaHUA OTpUUaTesibHbIW.
Ctyn odopmneHHbIN, exegHeBHO. MoyencnyckaHue cBoboaHoe, 6e3b0one3HeHHoe.



[aHHble gononHUTeNbHbIX MeTOO40B OOcnengoBaHuUA

B KNIMHMUYECKOM aHanuse Kposu 6e3 natonorum.

B 6uoxmmunueckom aHanmse KpoBM NOKa3aTe/In IMIOKO3bl, MOYEBUHbI, KpeaTUHUHA, bunnpybuHa, xonectepuHa,
o6uero 6enka n ACT B npeaenax Bo3pacTHbIX 3HaueHuii, ANT - 70,4 E/n (1).

Octpodasosbie nokasarenu (CPb, AC/10) oTpuuaTtenbHble.

Koarynorpamma — 6e3 ocobeHHOCTEMN.

Hampuypemuueckuli 20pmoH (B-muna) N-koHyesoli noanunenmud: NT-proBNP — 40,3 nr/mn (N 0-125).

KAnHnyeckunit aHanns moum — BapMaHT HOPMb.

AHanun3 moun No SMUMHULKOMY: KOHLeHTPALMOHHAA PYHKLMA NOYEK He HapyLleHa, COOTHOLWEeHUe AHEBHOro U
HOYHOro guypesa — 2,5:1, o6bem cyTouHoi moumn coctaBnsaer 102% ot BBeaeHHOW B OPraHu3m XXUAKOCTU (naumeHT
NPUHMMAET BEPOLUNUPOH).

JKI: puTm cuHycosbliii, perynapHbii, YCC 67 ya/muH. HopmanbHoe nonoxkeHme 0C (yron a +56°). P — 0,08c, PQ -
0,12c, QRS - 0,08¢c, QT - 0,32¢, QTc — 0,34c (no Bazzeti), QTc — 0,33c (no Fridericci), RR — 0,90c.

IXO-KI': MK: asuxeHune ctBopok M-o6pasHoe, npornb NC MK, yganHeHune xopabl, o6patHbi TOK 1 cT., AP 3,9 mm
pr.cT., E>A. AoKn: cuct.packp. 1,70 cm, cuH 2,79 cm, cA—- 1,20 cm, cB — 1,40 cm, AAo 2,70 cm, AP 6,0 mm pr.cT. B 1A0 AP
nuK 29,0 mm pT.CT., cCpegH. 16,0 mm pr.cT. MynbcoBOM KPOBOTOK B 6ptowiHoi aopTe. TK: 06p.ToK 1 cT (PyHKL), S OTB. 2,7
cm2. KaJlA: ctBon 2,62 cm, 06p.ToK 2 cT, AP 3,9 mm pr.cT. pJ1A 20,8 mm pr.cT. JIIK: KCP 3,14cm, KAP 4,73 cm, cteHKa 1,02
cm, MXKN 1,06 cm, KOO 103,9 mn, KCO 39,1 mn, YO 64,8 mn, YCC 53 ya/muH, B 62%, ®Y 33%. /IN: 3,0%4,69 cm. NN:
3,30*4,60 cm. MXK: nonoctb 2,20 cm, cteHKa 0,40 cm. 3aKnOUeHUe: YCTpaHeHne KoapKTtauuu aoptbl 2010 r., B A0 AP
nuK 29,0 mm pT.CT., cpeaH. 16,0 mm pt.cT. l[MNnonnaasma ayru aoptbl: cermeHT B—1,40 cm, cermeHT A—1,20 cm.
Pasmepbl Kamep cepAaLa, COKPAaTUMOCTb MUOKaPAaA MKeNya0ouKoB, CUCTONNYECKaa PYHKLUMUA HOPpMaAbHaA.




[l1aHHbIe gononHUTernbHbLIX MeToaAoB 0bcneaoBaHuUA

Mpodcdunb A

[ara 26.03 26.03 26.03 27.03 27.03 27.03 27.03 27.03 28.03 28.03 28.03
Bpema 16:00 19:00 21:00 07:00 10:.00 13:.00 16:00 18:00 08:00 10:00 13:00
Al 135/50 130/80 120/80 130/80 130/70 125/70 115/60 120/60 120/70 110/60 125/60

Hata 28.03 28.03 29.03 29.03 29.03 29.03 29.03 30.03 30.03 30.03 30.03
Bpema 17:00 19:00 08:00 10:00 13:.00 16:00 19:00 07:00 10:00 13:00 16:00
Al 130/60 140/70 110/70 115/60 125/60 130/60 125/60 125/60 135/60 130/70 130/80

Jdata 30.03 30.03 31.03 31.03 31.03 31.03 31.03 31.03 01.04 01.04 01.04
Bpemsa 19:00 21:.00 07:00 10:00 13:.00 16:00 18:00 21:00 08.00 10:00 13:00
Al 140/55 130/55 125/70 120/60 120/70 125/60 125/70 120/60 120/70 120/70 115/80

Al max — 140/70 mm pt.cT., Al min — 110/60 mm pT.cT., Al cp. — 125/65 Mmm pT.CT.

CornacHo Tabnuuam ypoBHsi ALl B 3aBUCUMOCTU OT NPOLEHTUNBHOrO pacnpeaeneHunsi o Bo3pacTty U pocTy:
cpegHee Al cootBetcTBYeT P 75-90 no Bo3pacty (no pocty: CAL - P 90-95, [IALl — P 50-75).

NMpo6a ¢ 6-MmnHyTHOM XO0ALOOWN: 3a 6 MNHYT NponaeHo 446,5 M, BO BpeMS 1 nocre Xoabobl xanob He
npeawvsasnan. Sp0O2, YO, AL sBocctaHoBUNuUCb Ha 5 muHyTe. @K — |.

OC cocynoB nou4ek. [1A: NnpocBET YNCTbIN, KOHTYP POBHbIN, KPOBOTOK MarucTpaneHbeln. Cnpaea: PS -74,8, cm/c,
RI1-0,57; cnea: PS -73,2 cm/c, RI-0,57.



[NaHHble gononHUTeNbHbLIX MeTO40B ObcnengoBaHuA

 MPT ronoBHoro mo3sra ¢ MP-aHrunorpacven aprepumn rosioBHOro
Moa3ra. EgnHnyHble oyaroBble N3MeHeHns1 B OerioM BellecTBe
npaBon NOBHOM AONM U B CKOpryne cnpaBa, Hanbornee BEPOATHO,
cocyaucToro xapakrepa. CHuxeHne kpoBoToka B V4 rneBon
NO3BOHOYHOW apTepumn (rmnonnasuns-?)

 CnupanbHaa KoMmnbloTepHaa Tomorpaduma. [lnamerp cocyaos:
npaBagd nneyerosioBHada aptepusa 1,8 cm, neesaga coHHaa aptepus 0,9
CM, rieBasi noakn4vnvHas aptepus 1,2 cm, BocxoasaLwmy otaen B H/3
aopTbl Ao 3,0 cMm 1 B B/3 2,2 cm, Ayra aopThl MPOKcUManbHas YacTb
2,1 cm, ¢/3 1,3 cm, ancrtansHasa Yactb 1,6 cm, rpyaHOU oTAen aopThl
no 1,5 cm, nero4Hon cteBon Ao 2,3 CM, NerovHble aptepun o 1,4 cm
cnpaBa n go 1,6 cm cnesa, bprowiHaga aopTa Ao 1,2 cMm, novYeyHsie
aptepun go 0,5 cm cnpasa 1 go 0,3 cm cresa, CTEHKa JNEBOU
noye4vyHon aptepun ytonueHa go 0,2 cm. 3aknyeHne: AaHHbIX 3a
OOBLEMHYIO 1 O4aroByto NMNaTosiornM Ha MOMEHT UCCeaoBaHUA He
BbigBNeHo. CTeHO3 f1eBon NoYe4YHOU apTeEPUN.




OcMOTpbI crieunanmncToB

« KoHcynbTauma oprtanbmornorom. [nasHoe AHO be3
natonorun. H 52.2 ActurmaTtnam cn.creneHn. Cnadoctb
(cnasm) akkomogauuu.

 KoHcynbTauusa HeBponorom. [locrnegcrtemnsa MHTpa- v
nepuHaTtanbHoun runokcun LUHC ¢ eaMHUYHBIMM 04Yaramu B
npaBou remmcaepe ¢ pacLiMpeHHON HEBPOJIOrMYECKOMU
CUMATOMaTUKOWU, LepebparbHbiM aHIIMOANCTOHUYECKNUM
CUHOPOMOM C BA30MOTOPHLIMU HapPYLUEHUAMMU,
MUrpeHenogo00HbIMU NapokcuaMmamm 4o 1 pasa B Mecsil.



lnarHos

OCHOBHOE 3ABOJIEBAHME. (Q25.1) BpoxaeHHbIUW NOPOK cepAaua: KoapKTauus aopTbl;
cocTosiHMe nocne onepauun: B mapte 2010 r. peHTreH3HAOBAaCKYNIAPHON AUNaTaumMm KoapKrauum
aopTtbl u B anpene 2010 r. pe3ekunMn KoapKTaumm aopTbl, HaNOXeHUue aHacTomMo3a «KOHel, B
KoHeL». lMnonnasuna guctanbHOro otaena ayru aoptol. CUHApOM cpeaHen aopThbl. TMnonnasusa
OprowHoro otaena aoptbl. CTeHO3 (rMnonna3usl) NeBon NoO4Ye4YHOU apTepumn.

OCINOXHEHME OCHOBHOI'O 3ABOJIEBAHUA. (I 15.8) BropuuHasa pe3uayanbHasa ctabunbHas
apTepuanbHas runepteH3us 2 creneHu. Nlmneptpodua mmokapaa neBoro xenygouka. (1 50.1)
XCH 1 ct1., PK 1 no NYHA.

CONnyYTCTBYKWLWHNE 3ABOJIEBAHUAL. (I 34.1) NMponanc nepeaHen CTBOPKU MUTParibHOro
KrflanaHa ¢ He4OCTaTOMHOCTbIO MUTpanbHOro knanaHa 1 creneHn. Cyérunonna3usa No3BOHOYHOMU
apTepum cnesa. [locneacTtBmsa nHTpa- n nepuHatanbHon runokcun LUHC ¢ eauHNYHbLIMM oYaramu
B NpaBou remucdepe ¢ pacluiMpeHHOU HEeBPONOrM4ecKko CUMMNTOMaTUKON, LiepedpanbHbIM
aHr’MOoANCTOHUYECKUM CUHAPOMOM C Ba3OMOTOPHbLIMU HapPyLLeHUAMU, MUTPEeHenoaooHbLIMU
napokcusmamu go 1 pasa B mecsu. (H 52.2) Actrurmatnam cna6oun creneHu. CrnadocTb (cnasm)
aKKkoMogauuu.



Tepanus

amnogunuH S mr no 1 ta6 2 p/a (08:00,
20:00)

amnoaunuH 2,5 mr 1 p/a (14:00)
kapsegunon 12,5 mr no 1 ta6 2 p/g (07:00,
19:00)

BepownupoH 50 mr no 1 kanc 1 p/a (16:00)
Tpom60o ACC 100 mr no 1 Tab 1 p/a (19:00)
MokcoHuauH 0,2 mr 1 p/a (09:00)

ypcoae3 500 mr no 1 kancyne 2 p/a

[lpoBeneHa TenemeguUMHCcKasa KoHdepeHUUs coBmecTtHo ¢ dI'bY «HMUL
CCX um. A .H.bakyneBa» r. MockBa. PekoMmeHAOBaHbI KOHCYINbTauusa u
npoBeneHne aopTo- U peHoapTepuorpacdunmn ¢ KOHTponem nokasarenen A n
rpagveHTOB AaBNeHUA B aopTe U NoYeyHbIX apTepusax B ycnosuax <Plrby
«HMUL CCX nm. A.H.bakyneBa» Ansa peweHus Bornpoca ob6 onepaTtMBHOMU
KOppeKuMn nopokKa pa3sBuTus aopTbl U FieBOU NOYE4YHOU apTepum.



OCcoBbEHHOCTBIO KITMHUYECKOrO Crly4as

* ABNSAETCA COMETAHNE BPOXOEHHOIO NOpoOKa cepaeyHo-
COCYOANCTON CUCTEMbI (KOapKTaLlun aopThbl) U
BPOXXOEHHOMN aHOMaIMm MO4YeBOW CUCTEMBI (CTEHO3a
neBon noyevyHou aptepumn). Ha doHe cocyaucTbiX
aHoManmn y 6onbHOro pa3Bunoch OCIOXHEHNE -
BTOpUYHAas apTepuanbHasa rmnepTteH3ns, nnoxo
noagatoLlasics TepaneBTUYECKOU KoppeKkunn. Takke
obpallaeT BHUMAHUE NO3OHAS AMarHoCTmKa
BPOXOEHHOMO NopokKa fieBou NoYe4YHou apTepun.



* Taknm obpasom, OeTn ¢ BPOXKAEHHbIMI
nopokamu cepgua TpeodytoT
yrnyoneHHoro oocnegoBaHUsA Kak MOXXHO
B Oofiee paHHeEM BO3pacTe Ha npeameTt
BbISIBIEHUSA BO3MOXXHbIX BPOXAEHHbIX
aHOManuu gpyrux opraHoB U CUCTEM, B
4YaCTHOCTU, MOYEBOU CUCTEMbI, a B

nocrneaymowem — AMHaMNYECKOro
HabnaeHus



Cnacmbo 3a BHUMaHuel



