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BpoxaeHHble nopoku cepaua (BIC) -

* 3TO aHaTOMuueckue aedeKTbl B CTPYKTYpe cepalia, ero Kn1anaHHoro
annaparta Uam KpynHbIX COCyA0B, KOTOPble NPUCYTCTBYIOT C POXAEHUA

* BINC asnatorca 06bluHO cnepgcrenem mynbtudaKTOpHOro BO3AenCTBUA

* MpuunHoi BIMC moryTt 6biTb KaK 3K30reHHble, TaK U TeHeTUYecKue
daKTOpbI, AencTeylowme B nepmos SMO6pPMOHaNbHOTO Pa3BUTUA OPraHoOs
(ot 16-ro agHAa Ao 10-¥ Hegenu nocse onaoA0TBOPEHUA ANLLIEKNETKM)

* BMNC moryTt coyetatbca ¢ BPOXKAEHHbIMU NOPOKAMM PA3BUTUA OPYIUX
OpraHoB u cuctem (MmoueBon, Kenya04HO-KULLEYHOro TPAKTa,
LLeHTPa/IbHOW HEepPBHOMU cucTembl U gp.)

* PacnpocTpaHEHHOCTb MHOXeCTBEHHbIX MOPOKOB PAa3BUTUA COCTaBAAET
0,9-2,4 Ha 1000 HOBOPOKAEHHDIX



CoyeTaHue BpOXOEHHbIX MOPOKOB
cepaua u MO4YeBOU CUCTEMBI

Y neteun ¢ BlINC oTmeueHa Oornee BbiCcOKas
yacToTa aHoMarnuMm mo4yeBou cuctembl — 3-6%
HoBopoOXXaeHHbIX ¢ BI1C B cpaBHeHUn ¢ 1,4% B
oOLLen nonynauun

» allle BCEro BbIABMATCA Takne aHoManumn, Kak
rMapoHempO3, yaBoeHNE MOYETOYHNKOB,
areHe3nsd ogHOW NOYKW, aHoOManuu
PACMONOXEHUSA, NoveYyHaa gucnnasug



CoyeTaHue BpOXOEHHbIX MOPOKOB
cepaua n MO4YeBOU CUCTEMBI

* B nocnegHue rogbl akTUBHO M3Yy4akTCA reHeTUYECKME NMPUYnHbBI
MHOXECTBEHHbIX MOPOKOB pa3BUTUL. Peaynbrarthl
nccnenoBaHUM CBMOETENLCTBYHOT O CyLLEeCTBOBaHUN FreHOB-
peryrnaTopoB aMmbpuoreHesa, Takumx kak PAX-2, WT-1, BMP-7,
BMP-5 n gp. Hapaay c perynsaumen metaHe@parbHOro
Pa3BUTUSA, 3TU rEHbl 0becnevynBaroT MEXTKAHEBbLIE
B3aMMOOENCTBUA, KOHTPONMUPYA pa3BuUTHE rnas, opraHoB Cryxa,
KOCTHOWN N APYrMX CUCTEM MEe3EeHXUMarbHOro NPOUCXoXaeHus.
MoXXHO nNpeanonoXmnTb, YTO B OCHOBE (DOPMUPOBaHNS
MHOXXECTBEHHbIX MOPOKOB Pa3BUTUA NEXUT HapyLUeHue
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 Richardi, 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 Nembhard3¢

PacnpocTpaHeHHOCTb M KNacTepu3aumna BPOXKAEHHbIX MOPOKOB cepAua cpean Masibu4MKOB C
runocnagaue

[Mnocnaama — pacnpocTpaHeHHbIN BPOXKAEHHbIN AePEKT MOYEBbIBOAALLMX NYTEN Y MY>KUMH,
KOTOPbIN MOKET bblTb N30/IMPOBAHHbIM MM COYETATbCA C APYTMMU CTPYKTYPHbIMU NOPOKaMM
Pa3BMTKUA, BKAOYAA BPOKAEHHbIE MOPOKM cepaLa (BMC). Puck conytcrsytowmx BMC cpean
Ma/Ib4MKOB C rMnocnaguen maao nsyyeH.

Llenb: oxapaKTepmn3oBaTb PUCK pa3BuTna TaxKeblx BIC cpeam manbynkos, poaMBLUMXCA C
rmnocnagauen.

Awn3aiiH, ycnoBUA N YHaCTHUKU. B 3TOM peTpoCcneKTUBHOM KOrOpTHOM UCC/IEA0BAHNM
MCNO/1b30BANNCh AaHHbIE NONYASALUMOHHbIX NPOrpamMmm HabatoaeHUA 3a BPOXKAEHHbIMU
AedpeKkTamm cpeam BCeX MAaAEHUEB MYXKCKOro nona, poausuinxca 8 11 wratax CLUA B nepuoga c 1
AHBaps 1995 . no 31 aekabpa 2014 r. CtaTUCTUYECKUIN aHANM3 NPOBOANACA CO 2 ceHTAbpAa 2014 r.
2020 r. no 25 mapta 2022 .

Pesynbratbl: Cpeau 3,7 muanmoHos bepemeHHocTei B Texace n ApkaH3ace y 1485 manbumKos
6bina runocnaama n conytcreyrowmin BIC. Manbunku ¢ runocnaauein 8 5,8 pasa (95% i, 5,5-6,1)
Yalle nmenu conytcTeyrowmim BIMC no cpaBHeEHUIO ¢ Manb4YnKkamum 6e3 runocnaanm.
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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 LedbetierZ, 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 peKyppeHTHOU geneuun 17912

CuHapoMm pekyppeHTHOM aeneumn 17912 xapakrepusyetcs pasfmiHbIMM KOMOUMHaULMAMU TPEX
cneayloLwwnx NpU3HaKoB: CTPYKTYPHbIMU UNU PYHKUNOHAMbHLIMU HAPYLLEHUAMU MOYEK N
MOYEeBbIBOOALLMX NyTEN, AMabeToM B 3perioM Bo3pacTte U HapyLleHNAMU pa3BUTUS HEpPBHON
CUCTEMBbI UV HEPBHO-MCUXNYECKMMU paccTpoucTBamMmu (HanpumMmep, 3agepxkon pasBuTug,
YMCTBEHHOW OTCTalNoOCTbi0, PACCTPOMCTBOM ayTUCTUYECKOro CneKkTpa, LLn3odpeHnen,
TpeBoron 1 BUNONAPHLIM PACCTPONCTBOM). Y AaHHbIX NaUNEHTOB MOryT BCTPeEYaTbCs U
BPOXXAEHHble NOpPOoKU cepaua.

cnonb3ys MeToq aHanmsa AaHHbIX, aBTopbl OnNpeaennn, YTo NoIMKUCTO3 NOYEK 1 aApyrue
CTPYKTYPHbIE U OYHKLIMOHaNbHblE aHoMariMmn noyek Bcrpeyarorca y 85—90% OOMNbHbIX.

[uarHo3 yctaHaBnmBaeTcs y npobaHaa nyteM oOHapYy>XeHUSA reTepo3nroTHON PEKYPPEHTHOM
neneunun pasmepom 1,4 Mb Ha xpomocoMe 17912 ¢ nomMoLLb0 XPOMOCOMHOrO
MUKPOMAaTPUYHOIro TECTUPOBAHNSA UNU OPYrnX reHOMHbIX METOAOB.

IleyeHne aHomanuin noyek, HapyLweHUn HepBHO-NCUXMYECKOro pa3BuUTUA, Anabeta, aHomanuim
NMONoBbIX NyTeW, NeYeHwn, rmas, BpoXaeHHbIX MOPOKOB cepaLa, Cyaopor N HeMPOCEHCOPHOU
TYroyxoCTu crnefyeT NpoBOAUTbL B COOTBETCTBUM CO CTaHOAPTHOW NPaKTUKOW.

.
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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
. ‘CMHJJ,pOM bapTa \

* CnHgpom bapta (BTHS), BnepBbie onncaHHbI B 1983 roay,
paccMaTpuBaeTcd Kak peagkoe X-cuensieHHoe reHeTUu4Yeckoe 2
3aboneBaHue, xapakrepusyloLleeca KapgnommonaTuemn, CKeneTHou
MuonaTtmnen, 3agep>xkou pocrta, HeMTponeHNen 1 NOBbLILLIEHHbLIM
BblAENEHNEM C MOYON 3-MeTunrinytTakoHoBon Kucnotel (3-MGCA).

* KnnHnyecknmm ocobeHHOCTSAMU ABAKAIOTCS: AnUnaTalMoHHas
KapgmomMmuonartug, rmneptpodpunyeckada kapanommonaTtug,
donopoanacTos aHOoKapaa, HEKOMMNAKTHOCTb J1IEBOrO XKenyao4ka,
XXenyaoo4ykoBble apuTMmMn, BHe3anHaga cepgedyHasa cMepTb, YannHeHne
nHtepsana QTc.
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OHOoKapananbHbi pubpoanactos npu BTHS.

(A) QHAoKkapa BbIrMAaMT aHoMarnbHO 6rieaHbIM (MOMEYEHO 3BE3A04YKON);

(B) Ha cootBeTtcTBYlOLWEN MUKpOdOTOrpacdmnm HabnogaeTcs 3aMeTHoe
yTornweHne (CTpenka) NnOBEPXHOCTN 3aHOOoKapaa.




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 F Martinez, Tyler Carney, Donald W
Hadley, Benjamin D Solomon

|AHanu3 aHomanui noyek B accoumaunn VACTERL |

Accouymauyma VACTERL oTHOCUTCA K COMETAHUIO BPOXOEHHBIX aHOMarn, KOTopble
MOryT BKIOYaTb: aHoManuu no3BOHKOB, aHanbHyK aTtpesuto, NopokKn pa3BUTUS
cepiua, TpaxeonuweBoaHYy PUCTYNy C aTtpe3nen nuilesoga, noyeyHbie aHomanmu
(ODObIMHO CTPYKTYPHbIE NOYEeYHbLIE aHOManumM) U aHomMasnm KOHEYHOCTEWN.

OGcnepoBaHo 48 nauneHToB, UMEKLLKUX Kak MUHUMYM Tpy koMmnoHeHTa VACTERL.

Pesynbrathl. Y Tpuauaty tpex (69%) us 48 nauneHToB Obinu KNuHU4eckue
NPOSABIEHNA NOPaXXeHUs MoyeBon cuctembl. Hanbonee YactblM NOYeYHbIM
npodaBrieHneM Obin Ny3bIPHO-MOYETOYHMKOBBIN PedoKC, B AOMOSIHEHNE K
CTPYKTYpHOMY AedeKkTy (npucyrtcteoBan B 27%), 3ateM crnegoBarnia 04HOCTOPOHHSS
areHesuns noykun (24%), n ganee gucnnacTuYeckne/MynbTUKUCTO3HbIE MOYKU UK
yaBoeHue novek(18%
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CobcTBEHHOE KIIMHMYeckoe HabnageHue

* bonbHon M.,17 nerT, (27.10.20006 r.p.) Haxoguncs B otaeneHuu
aeTckou kapguonornm n kapanoxupyprum OIby «MHBX nm.
B.K.'ycaka» M3 P® ¢ 27.03.2024 1. no 04.04.2024 .

« XKAJNIOBbI: Ha nogbem Al oo 150/60 mm pT.CT. HA dboHe
MNOTEH3MBHOW Tepanuun, crnabocTb, OTEYHOCTb HMKHUX
KOHEYHOCTEN B BEYEPHEE BPEMA.



AHaMHe3 3aboneBaHus

Yy nogpocTka BIC:
KoapKTauus aopTbl
anarHoctupoeaH B 2009
roay, B Bo3pacTe 3 IerT.

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

Y/

CY)KEHUE m|
v

B OprOLLHOW aopte
KPOBOTOK FlTaMUHapPHbIN.
KoHueHTpu4yeckasn

runepTpodus rneBoro

xenypouka. 3C 0.64-82 cm,
MK 0.68-0.86 cm.



AHaMHe3 3aboneBaHus

B 3 roga BbinonHeHa 3HAOBACKYNAPHO
OannoHHaa pAgunatauua KoapKtauuuM aopThbl
(03.2010), a 3aTem pe3eKuusi KoapKrauuum aopTbl
C aHaCToOMO30M «KOHeL, B KoHeu» (04.2010).

AxoKIr (09.2010): coctoaHue nocne P3[
KOoapKTaumMm aopTbl U pe3eKuMn KoapKTauuu
aopTbl aHAaCTOMO3 KOHeL B KOHel, KPOBOTOK B
OprowHOM aopTte nynbcupyowmn. CKOpPOCTb
KPOBOTOKA 108 cMm/cek. JaHHbIX 3a
pekoapktauuto HeT. OctatoyHbIn AP Ha Hucx. Ao
22 MM PT.CT. YMepeHHasa runepTtpodusa CTEeHKMU
NIeBOro Xenyao4ka.

Oo 12 netr Ha nocnepywwmux IXO-KI
oTpuuaTenbHOU ANHAMUKN He Habnoaanocs.




AHaMHe3 3aboneBaHus

Ha npotaxenuun 2018 ropa pebeHka nepnoanyveckm decnokouna
rorioBHaa ©Oonb, ObICTpas yYTOMNSAEMOCTb nNpu  (PU3INYECKUX
Harpy3kax. OTmevyanucos anusoabl nogsema Al Ao 135/70 mm pT.CT.

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

lMNo pesynstatam CMAQL. auvHamuka A xapaktepHa pAns
CTaOUNbHON U30NMMPOBAHHON apTepuanbHON TMNEePTEeH3UN B Te4YeHue
cyTok. lNMonyyan nedeHue. 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 BbINOSIHEHO.



AHamMHe3 3aboneBaHus

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

CMAL: umdpbl CAL HOUYLIO XapaKTepHbl AnNS FUNepTeH3uu
(87%). «MHAekcbl Harpy3ku pasneHunem» CAJLl B TeyeHMe BpPeMeHU
HaOnoOeHUA XapaKTepHbl AN CTaOUNBHOU N’MNEPTEH3UMN.

B TeyeHue 2 ner nony4yan 3Hananpun no 5 Mr 2 p/Aa,
meTtonponon no 25 mr 2 p/a, tpom6o ACC no 100 mr 1 p/a. Ha cdoHe
Tepanuu coxpaHsanacb apTepuanbHas runepTeH3ns, € exeaHeBHbIMU
nogbemamum Al o 150-170/60-70 mm pT.CT.

Ha nporaxeHun 2-x netr pebEHOK Kapauonorom wu
Kapauoxmpyprom He Habnwaancs.



AHaMHe3 3aboneBaHus

B 17 net (11.2023) o6¢cnenoBaH B oTAeneHMN A4eTCKOU Kapanonorum n kapamoxupypruv MHBX:

AxoKI: cocTtossHMe nocne yctpaHeHnsa Koapktauuu aoptbl (20 Or aHacTomo3 “koHel B KOHeL”).
PekoapkTrauusa - (Op Hucx. Ao - 40,0 mm pt.cT, Alp cpea. 22,0 mm pT.CcT). Kamepbl cepaua He pacLUMpPEHbl,
runeptpodua mnokapaa nesoro xenyaouka. NMponanc NC mutpanbHOro KnanaHa, MUTparnibHas
HepgocTaTo4yHOCTb 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%.
MNMepukapa 6/0. B 6prowiHon Ao nNynbLCcoBON KPOBOTOK.

CMA[L: puHamuka ALl xapaktepHa Ansa ctTabunbHOU N30IMPOBAHHON CUCTONNYECKOMN
apTepuaribHON rMNEePTEeH3Un B TeYEHUU CYTOK, CTaOUNMbHOU N30NIMPOBaHHOWN AMACTONIUYECKON
apTepuanbHON rMNOTEeH3MN B HOYHbIe Yacbl. CpeaHee cucrtonunyeckoe Al aHem 150 mm pr. cT. (o1 110 go
164), Houbto — 141 mm pT.cT.(oT 130 no 153). CpeaHee Amnactonunyeckoe All aHem 66 mm pT.cT. (oT 41 OO
87), HoublO - 48 mm pT.cT.(OT 37 Ao 59). Bo BpemMs CPUHUHIroBOro BapuaHta MOHNTOPUPOBaHUA AbIXaHUSA C
OLeHKOM ABYX OTBeAEeHUN NHEeBMOrpamMmmbl BbisiBNieHO 135 ann3onoB HapyLweHUsa AbIXaHus
anntenbHocTbio oT 10 o 81 ¢ (MHAeKkc anHO3/rMNonNHO3 18, YTo COOTBETCTBYET CpeaAHen CTeneHun
CUHApPOMaA anHoO3 CHa).

C yyeTomM apTepuanbHON runepTeH3nmn B cTalMoHape Ucrnosnb30Bann pa3Hbie KOMOUHauun
rMNOTEeH3NBHOMN Tepanuu ¢ TuTpoBaHuem Ao3: (27.11.-31.11)-avananpun 5-10 mr 1 p/a, (27.11.-15.12.)-
meTtonponon 25 mr 2 p/a, (31.11.-06.12.)-runotnasug 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.)-mokcnunguu 0,2 mr 1 p/a.

Ha choHe nony4yaemon tepanum cucrtonnyeckmm nokasartenb Al 120/130 mm pT.CT, C
nepnoauvyecKkumMm BHe3anHbIM noBbiweHuem Ao 160/180 mm pr.cT.



AHaMHe3 XU3Hu

BepeMeHHOCTL nepBas, npoTekana c yrpo3oun npepbiBaHUa B 6-7 Hegenb, 13 Hegenb, 21-22
Heoenun, 27-28 Hegenb, Ha POHe aHemun, andpdysHoro 3o0b6a, XpoHUYecKoro Tupeomnanta. Poabl -
KecapeBo cedeHue B 38-39 Hen. Macca tena npu poxgeHun 3350 r, anuHa 54 cm. o wkane Anrap
7/8 Bbannos.

C 3 wMecdaueB Habnwogaetca Mo noBody aronuyveckoro gepmatuta. KoHcynbTtupoBaH
9HOOKPWHOMOroM B 7/ MECAYHOM BO3pacTe - CUHOPOM FMMNeprinkeMun HaTowlak. YrpoXxaembln Mo
pa3BuTMIO caxapHoro amabeta 1 tuna. Habniogaetcs HeBponaTornoroMm ¢ 8 MecsueB . NOCNeacTBus
nepuHaTtanobHoro nopaxenuma LHC, cumHgpom nmnpamupanbHOM HeoocTtatodHOCTU. B rogosanom
BO3pacTe - KMGOo3 MOACHUYHOro oThesnia no3BoHOYHMKA. B 2 roga HeBponaTtonoromM BbiCTaBMeEH
OnarHos - nocrneacTena nepuHatansHoro nopaxeHnsa LUHC, uepebpoacTeHOHEBPOTUYECKNIA CUHAOPOM,
CUHOPOM rUNEPaKTUBHOCTU. 3agdepkka TemroB pedyeBoro pasputud. Ha 33C B 2008 r. rnerkas
cTerneHb BHYTPUYEepEenHOW runepteHsnn. 33l - B npegenax HopMbl. HaxoaAnTcs Ha y4eTe OKynucTa C
2011 r. no noBogy cMmellaHHoro acturmatmama. B 2011 r. opTonedgomM BbISIBIIEHO MS1IOCKOCTONME,
HapyweHne ocaHkn. B 2018 r. Haxogunca Ha neyveHun B Hesponoruvyeckom otageneHun FTOKB Ne 5 r.
[loHeuKa C AOuarHo3oM:. IMNEePKUHETUYECKOE PacCTPOUCTBO MoBeaeHUusa. TnKo3HOEe pacCcTpOMCTBO.
[Mony4yan Tepanuto: PeHndyT, TEHOTEH, IMULNH.

[MpmBUT No Bo3pacTy. B 6 net nepeHec BeTpsHyto ocny. OPBU 1-2 pasa B rog. TbLl, BeH.
3abonesaHusa, BUY otpuuaet. AUcyHKUNM KULLEYHMKA 3a NOcnegHne TPy HEOQENN HE OTMeYarnoch.



OO0BLEKTUBHbLIU CTATYyC

PocTt — 168 cm (P 10-25), macca Ttena — 73,5 kr (P 50-75), okp. rpya. knetku — 91 cm (P
50-75), okp. ronoBbl — 56 cMm (P 50-75). UMT - 26,04 (M306bITOYHass macca Tena). Pusnyeckoe
pa3BuUTUE AUCrapMoOHUYHOE, 3a CYeT pPOocCTa,.

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

CocTtosiHne pebeHKa cpeaoHel CTerneHu TAXecTn, obycnoBneHo noBbiweHnem AL ao
150/60 mm pT.cT. KOXKHbIe NOKPOBbLI OObLIYHOrO LBeTa, BNaXxHble. B nognonaroyHou obnacTtu
cnesa — n/o pydeu, MHOXXECTBO HEBYCOB Ha TyJioBMLIe, B NOANIONAaTOYHON OOnacTu cnpaBa —
nanunnoma. BbipaXeHHbIM MNOAKOXHO-XXMPOBOU cnon. Bugumblie cnusanctblie 00OONOYKM
yuctble, po3oBble. [lonocTb pTta caHupoBaHa. [ManbnupyrOTCA Menkue noA4vYentCTHbIe
numdoy3nbl, noaBuMXHble, O0e3b0one3HeHHble. CKonMUMoTMYecKass OCaHKa. AYCKynbTaTUBHO
AblXaHWe Be3UKYNsipHOe, MNpPOBOAUTCA BO BCe oOTAenbl, XpunoB HeT. ToHbI cepaua
PUTMUYHBbIE, NpUrnyweHbl. BoicnywmnBaeTca CUCTONMMYECKUN LWYM BO 2 M/p cneBa OT rpyAUHbI
cpeoHen UHTEHCMBHOCTU. Ha GeapeHHbIX apTepusiX NyribC CHWXEeHHOMU amnnutyabl. XKUBOT
AOCTyneH rnyobokou nanbnauuun, 6e36one3HeHHbIU. [leyeHb He BbICTYNaeT WU3-noA Kpas
pebepHon ayrn. CeneseHKka He nanbnupyetcda. CMMNTOM noKonayMBaHUA OTpuUaTeNbHbIW.
Ctyn odopmneHHbIN, exegHeBHO. MoyencnyckaHue cBoboaHoe, 6e30one3HeHHoe.



[laHHble gonornHUTeNbHbIX MeTO40B ObcnenoBaHusA

B KAIMHMYECKOM aHanuse Kposu 6e3 natonorun.

B 6uoxmmunuyecKkom aHanmnse KPOBU NOKA3aTeNu I1I0KO3bl, MOUYEBUHDI, KpeaTUHUHA, bunnpybuHa, xonecrtepuHa,
o6wero 6enka u ACT B npegenax BO3pacTHbIX 3HaueHuit, A/IT - 70,4 E/n (1).

Octpodasosblie nokasarenu (CPb, AC/10) oTpuuaTtenbHble.

Koarynorpamma — 6e3 ocobeHHoOCTEMN.

Hampuypemuyeckuii 2o0pmoH (B-muna) N-koHyesoii noaunenmud: NT-proBNP — 40,3 nr/mn (N 0-125).

KAnHnuecknic aHanns moum — BapMaHT HOPMbl.

AHann3 moun No SMUMHULKOMY: KOHLeHTPALUMOHHAA PYHKLMA NOYEK He HapyLleHa, COOTHOLWEeHUe AHEBHOro U
HOUYHOro guypesa — 2,5:1, o6bem cyTouHoi moumn coctaBnsaer 102% ot BBeaeHHOW B OPraHu3m XXUAKOCTU (NaumeHT
NPUHUMAET BEepPOLUNUPOH).

JKI: puTm cuHycosbliii, perynapHbii, YCC 67 ya/muH. HopmanbHoe nonoxxeHme 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, 06patHbiN 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 6ptowwiHoi aopTe. TK: 06p.TOK 1 cT (PyHKL), S OTB. 2,7
cm2. KnJlA: 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, KAO 103,9 ma, 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 KoapKTauuu aopTtbl B 2010 r., B A0 AP
nuK 29,0 mm pT.cT., cpeaH. 16,0 mm prt.cT. l[MNnonnaasma ayru aoptbl: cermeHT B—1,40 cm, cermeHT A—1,20 cm.
Pasmepbl Kamep cepaua, COKPAaTUMOCTb MMOKapAa XeNyaouKoB, CUCTONIMYECKaa PYHKLMA HOpMabHaA.




[l1aHHbIe gononHUTernbHbLIX MeToaAoB 0bcneaoBaHuUA

Mpodcdunb A

Hara 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

[aTa 30.03 30.03 31.03 31.03 31.03 31.03 31.03 31.03 01.04 01.04 01.04
Bpema 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 cooTtBetcTBYeT P 75-90 no Bo3pacTty (no pocty: CAL - P 90-95, [IALl — P 50-75).

NMpob6a ¢ 6-MmnHyTHOM XO0ALOOWN: 3a 6 MNHYT NponaeHo 446,5 M, BO BpeMS 1 nocrne Xoabobl xanob He
npeawvsasnan. Sp0O2, WO, AL sBocctaHoBUNUCb Ha 5 muHyTe. @K — |.

AC cocynoB nou4ek. [1A: NnpocBET YNCTbIN, KOHTYP POBHbIN, KPOBOTOK MarnctpanbeHeii. Cnpasa: PS -74,8, cm/c,
RI-0,57; cnea: PS -73,2 cm/c, RI-0,57.



[NaHHble gononHUTeNbHbLIX MeTO40B ObcnenoBaHusA

 MPT ronoBHoro mo3sra ¢ MP-anruorpacven aprepvuu rosioBHOro
Mo3ra. EQnHU4YHbIe o4YaroBble U3MEHEHUSI B OENOM BELLECTBE
npaBon NOOBHOM AONU U B CKOpyne cnpaBa, Hanbornee BEPOATHO,
cocyancTtoro xapakrepa. CHuxeHune KpoBoToka B V4 neBou
NO3BOHOYHOW apTepun (runonsnasunsi-?)

 CnupanbHaa KoMmnbloTepHaa Tomorpadumsa. [lnamerp cocynos:
npaBagd nre4yerosioBHada aptepusa 1,8 cm, neesaqa coHHaa aptepus 0,9
CM, rieBasi noakn4vndHas aptepus 1,2 cm, BocxoasaLwm otaen B H/3
aopTbl Ao 3,0 cm 1 B B/3 2,2 cm, Ayra aopThbl MPOKcUManbHas YacTb
2,1 cm, ¢/3 1,3 cm, ancrtansHasa Yactb 1,6 cm, rpyaHou otaen aopThl
no 1,5 cm, nero4Hom ctBon Ao 2,3 CM, NerovHble aptepun oo 1,4 cm
cnpaBa n go 1,6 cm cnesa, optoluHaa aopta Ao 1,2 cm, noveyHslie
aptepun go 0,5 cm cnpasa 1 go 0,3 cM creBa, CTEHKa NEBOU
noyevyHon aptepun ytonueHa go 0,2 cm. 3aknyeHne: AaHHbIX 3a
OOBbEMHYIO U O4aroByto NaTonoruio Ha MOMEHT UCCNEAOBaAHUA HE
BbisiBIieHOo. CTEHO3 f1IeBOM NOYEYHOU apTEPUMN.




OcMOTpbI crieynarnmncToB

« KoHcynbTauma optanbmoriorom. [ 1asHoe AHO 0e3
natonorun. H 52.2 ActurmaTtnam cn.creneHn. Cnadoctb
(cnasm) akkomogauuu.

 KoHcynbTauusa HeBponorom. [locrnenctemnsa MHTpa- u
nepuHaTtanbHon runokcun LUHC ¢ eanHUYHbIMM o4aramu B
npaBou remmcadepe ¢ pacliMpeHHON HEBPOJIOrMYECKOMU
CUMATOMaTUKOWU, LepebparbHbiM aHIMOANCTOHUYECKNM
CUHOPOMOM C BA30MOTOPHLIMU HapPyLUEHUAMMU,
MUrpeHenogo0bHbIMK Napokcnamamm 4o 1 pasa B MeECsL.



lnarHos

OCHOBHOE 3ABOJIEBAHME. (Q25.1) BpoxaeHHbIW NOPOK cepAauUa: KoapKTauus aopTbl;
cocTosiHMe nocne onepauun: B mapte 2010 r. peHTreH3HAOBAaCKYNIAPHON AUNaTaumMm KoapKrauum
aoptbl u B anpene 2010 r. pe3ekunn KoapKTaumm aopTbl, HaNoOXeHUe aHacTomMo3a «KOHel, B
KoHeL». lMnonnasuna guctanbHOro otaena ayru aoptol. CUHApOM cpeaHen aopThbl. lMnonnasusa
OprowHoro otaena aoprtbl. CTeHO3 (rMnonna3usl) NeBon No4Ye4YHOU apTepumn.

OCINOXHEHME OCHOBHOI'O 3ABOJIEBAHUA. (1 15.8) BropuuHasa pe3uayanbHasa ctabunbHas
apTepuanbHasa runepTeH3us 2 creneHu. Nlmneprtpoduma mmokapaa neBoro xenyaouka. (1 50.1)
XCH 1 ct., PK 1 no NYHA.

COMYTCTBYOLWHUE 3ABOJIEBAHUA. (1 34.1) NMponanc nepeaHen CTBOPKM MUTPanibHOro
KrfanaHa ¢ He4OCTaTOMHOCTbIO MUTpanbHOro knanaHa 1 creneHu. Cyérunonnasusa Nno3BOHOYHOMU
aptepuun cnesa. locneacreusa MHTpa- U nepuHartanbHon runokcum LUHC ¢ eaUMHUYHBIMK ovaramu
B NpaBou remucdepe ¢ pacluiMpeHHOU HEeBPONOrM4ecKom CUMMNTOMaTUKON, LepedpanbHbIM
aHr’MoANCTOHNYECKUM CUHAPOMOM C Ba3OMOTOPHbLIMU HapyLLeHUAMU, MUTPeHenoaoOHbLIMU
napokcusmamu go 1 pasa B mecsu. (H 52.2) Actrurmatnam cna6oun creneHu. CnadocTtb (cnasm)
aKKkomMogauuu.



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)
Tpomb60o ACC 100 mr no 1 tab6 1 p/a (19:00)
MokcoHuauH 0,2 mr 1 p/a (09:00)

ypcoae3 500 mr no 1 kancyne 2 p/a

MpoBegeHa TenemeanUuMHcKasa KoHdepeHUuus comecTtHo ¢ ®I'bY «HMUL
CCX nm. A.H.bakyneBa» r. MockBa. PekoMeHAOBaHbl KOHCYINbTaUus U
npoBeAeHUe aopTo- U peHoapTepuorpadpum ¢ KOHTponem nokasareneun AQ n
rpagveHToOB AaBNeHUA B aopTe U NoYeyHbIX apTepusax B ycnosuax <Plrby
«HMUL CCX um. A.H.BakyneBa» ansa peweHna Bonpoca o6 onepaTtMuBHOMU
KOppEeKUUU NopoKa pa3BUTUA aOPTbl U NEeBON NOYEYHOU apTepumn.



OCcoBbEHHOCTbIO KITMHUYECKOrO Criy4as

* ABMISETCA COMEeTaHUe BPOXOEeHHOIo NopoKa cepaeyHo-
COCYOAUCTOU CUCTEMbI (KOapKTaLun aopThbl) 1
BPOXXOEHHON aHOMarIMm Mo4YeBOW CUCTEMbI (CTEHO3a
neBon no4yevyHou aptepumn). Ha doHe cocyanucTbiX
aHoManmn y 6onbHOro pa3Bunoch OCIOXKHEHNE -
BTOPUYHaaA apTepuanbHas rmnepTeH3ud, nnoxo
noagatoLlascs TepaneBTUYECKOU KoppeKkUnn. Takke
obpalltaeT BHUMaAHNE NO3OHAA ANarHocTuka
BPOXXOEHHOro NopoKa reBown novye4yHon apTepumn.



* Taknm obpasom, OeTu ¢ BpOXKAEHHbIMW
nopokamu cepgua TpedytoT
yrnyoneHHoro oocrnegoBaHUsA Kak MOXXHO
B Ooree paHHeM BO3pacTe Ha npeamMeT
BbISIBIEHUSA BO3MOXXHbIX BPOXXOEHHbIX
aHOManuwu gpyrux opraHoB U CUCTEM, B
4YaCTHOCTU, MOYEBOU CUCTEMbI, a B

nocrneaymowem — AMHaMNYECKOro
HabnaeHus



