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JIBOITHOE OTXOXJICHHE MaruCTPAIBHBIX COCYJIOB OT ITPABOTO JKEITYJ0UKa —
TpyIiia BPOXKIECHHBIX TOPOKOB CEPJIA, Yalle TEHETHYECKH OOYCIOBICHHBIX
(myranuu reHoB GDFI1 (19pl13.11) u CFCI1 (2q21.2) xapAualIbHBIX KJIETOK-
MIPEANIECTBEHHUKOB). DTOT MOPOK XapaKTepU3yeTCss aHOMAaJIbHBIM THUIIOM BEH-
TPHUKYJI0-apTepUATbHON CBS3H, P KOTOPOHW aopTa W JIETOYHBIA CTBOJI IOJTHO-

CTBIO UJIH IIPCUMYIICCTBCHHO IIPOUCXOIAT OT IIPABOI'0 JKCIIYJOYKA.

HUcropust

Bnepsbie onucanue nopoka cepjaua Obuto npeacrasieHo B 1703 r. B 1o-
kiane goktopa Mepu. B 1793 r. AGepHatn ommcan cepAre C OTXOXKICHHEM
o0erx KpymHBIX apTepuid u3 npasoro xenynouka. B 1893 r. B bupmunreme Obu1
ONMCaH MOXO0XKUM cirydal. TepMUH «IBOMHOE OTXOXKIEHUE COCYJIOB U3 IIPABOrO
KeTyJ0ukay ObUI MpEACTaBiIeH B cooOmeHnu 1okropa bpayna B 1952 r., a 3a-
TeM — TIoKTopa Yurama B 1957 1.

B 1949 r. Tayccur n buHr onucanu ciaydail TpaHCIO3HUIIMM AOPTHI U JIE-
TOYHOI'O CTBOJIA C CyOIyIbMOHAJIbHBIM J1€(DEKTOM U CTEHO30M JIETOYHOI'O CTBO-
na. BriocnenctBuu JIeB M ero KoJlerd yTOYHWIM, 4TO 00OCHOBaHHbIe Tayccu-
roM 1 buHrom mopdosnorunyeckre H3MEHEHUsI OTHOCATCS K IBOWHOMY OTXOK/Ie-
HHUIO MaruCTPalIbHBIX COCYA0B OT mpaBoro xenymouka (JJIOCIDK). B 1957 r. B
kiuHuke Moo J[>xonom KupnumHom Oblia mpoBeneHa mepBasi pEKOHCTPYKTHUB-
Hag oniepauus JOCIDK.

ImOpuoreHes

JIBOITHOE OTXO0XKJI€HHE MarucCTpPajbHBIX COCYAOB OT MPaBOTO KEIyJ0YKa
OTHOCHUTCS K aHOMaJIHsIM KOHOTpyHKYyca. Ero mopdonorudeckoit o0CHOBOM SIBJISI-
eTcsl HapylieHue MopgoreHesa cep/ia miojaa Ha 4—6 Hen recrauuu. KoHOTpyH-
KYC — BBIHOCSIIITUI TPaKT MEPBUYHOMN cepaeuHor TpyOku. Pa3BuTne aopThl U Jie-
TOYHOI'O CTBOJIa IPOMCXOAMT B ABa 3Tamna. [lepBblil aTan cBs3aH ¢ GopMUpOBa-
HUEM a0PTOJIETOYHON MEPErOpOAKH 3a CUET pOCTa MAPHBIX CKIAZAO0K, COCTOSLIUX

U3 COEIMHUTENBHON TKaHU U JBYX OyIbOapHBIX M CTBOJIOBBIX IpEOHEH.



Paznenenue o011ero apTepraibHOTO CTBOJA HAa aOpPTy U JIETOYHYIO apTe-
pPHUIO HAUYMHAETCS AUCTAIBHO MEXIY 4 U 6 qQyraMu aopThl U MPOUCXOJIUT CIIH-
pajbHO Ha3aj uepe3 CTBOJ K Kellygoukam. biarogaps pocTy sHAOKapAUaIbHOTO
rpeOHs TakyKe 00pa3yroTCs KJIanaHbl A0PTHI U JISTOYHON apTepuu. Bropoii stam —
CIUPAJILHOE 3aKPYYMBAHKUE apTEPUATIHLHOTO CTBOJIA MO YACOBOM CTpEJIKE, Jeroy-
HOM apTepuu Krepeau, aopThl k3aau. OJTHOBPEMEHHO MPOUCXOIUT POCT 3ajIHE-
HIDKHEW CTEHKH OOILEero eiyio4yka BBepX ¢ (hOopMHpOBaHHEM MEPBUYHON Me-
AoKeTynodkoBoi neperopoaku (MIXKIT) (septum interventriculare). Ona Hemou-
Hasl, TaK KaKk COXpaHseTcs: MexokenynoukoBoe orseperue (foramen interventric-
ulare). M3 Ki1eTok 3HIOKapAUaILHOTO IPpeOHS BIOCIEACTBHH 00pa3yeTcs Iepe-
noH4yaras yactb MXKII u popMupyroTcss arpuoBEeHTPUKYIIApHbIE KiamaHbl. B
pe3ynbTaTe HEeAOCTATOYHOrO0 MOBOPOTA apTEPHAILHOIO CTBOJIA a0pTa W JIEroY-
Has apTepysi UMEIOT MapaJulebHbIN X0/1. MI3Ha4anpHO NpUCYTCTBYIOT J1Ba MTOAAP-
TEPUATBHBIX KOHYyCa, 3aTeM Cy0aopTaJbHBIN MojaBepracTcs pe3opOruu (MOKeT
COXPaHSTBhCS U MEPCUCTUPOBATH), YTO MPUBOJUT K HAPYIICHUIO BHIXOJA U3 Jie-
BOTO JKelyJouka ¢ (OpMHUpOBAHUEM OyIb00-BEHTPUKYJISIPHON CKIIAJIKH;
CyOITyJIbMOHAJIBHBIN KOHYC OCTaeTCH.

ComnyTCTBYIONIME MOPOKU CEPJIA: aHOMAIUU (POPMUPOBAHUS U TOJIOXKE-
HUS CEepJilla; aTPUOBEHTPUKYJSIPHAS NUCKOPAAHTHOCTh U aHOMAJIMU BHAJCHUS
CUCTEMHBIX BEH; OTKPBIThI aTPUOBEHTPUKYJISIPHBIA KaHAT U JIPyrUue€ aHOMAJIUU
pPa3BUTHS aTPUOBEHTPUKYJSIPHOTO COEANMHEHUS (TP HEKOMMUTHPOBAHHOM Jie-
dekte MexokenynoukoBoil neperoponku (JAMIXKII); koapkrauus aopTsl, nepe-
PBIB IyTH aOPTHI.

ITopok cepaiia MOXKET COUETaThCA C BHEKapJHadbHOM mMmartonoruei. He-
CKOJIBKO XpOMOCOMHBIX aHoManui accouuupyrorea ¢ JOCIDK, Bxmtouas tpu-
comuto 13 u 18 u ynanenue xpomocomsr 22ql1.

INuUaeMH0JI0THsA

Yacrora pacnpoctpanenus nopoka JJOCIDK cocrtasnsier ot 0,03 go 0,14

Ha 1000 HOBOPOXJIEHHBIX — 3TO OKOJO 1 % OT BceX BPOXKJICHHBIX IOPOKOB



cepaua (no gauabiM CIIA). JOCITXK cocraBnsieT nmpudausutenbHo 2—3 % Bcex
BPOJKJICHHBIX TIOPOKOB cepiia ¢ KodhdumueHToM 3a00JIeBaeMOCTH OT POXKIe-
uus 1 Ha 10000 HOBOpOsKIeHHBIX (110 JaHHBIM [ epmaHun).

Mopdonoruueckne KpUTepuu MOpoKa:

1) wanuyue OyNbOOBEHTPHKYISIPHOW CKJIAJKU, Pa3JCSIONICH MUTpAIb-
HBIM U MOTYJTyHHbIE KIIAMIaHBbI;

2) TepCUCTHPOBAHKE MOJA0PTAIBHOTO H MOIETOYHOTO KOHYCOB;

3) NPHUHAUICKHOCTh KOHYCHOH TIEPETOPOJIKH K CTPYKTYpaM MPaBoro xe-
JyJI0UKa, HO HE K MEXIKETYI0YKOBOM MEPEropoakKe;

4) Z-o0pa3znas nedopMariyisi BBIXOJa U3 JICBOTO JKEITyI0YKa (IIPH KOHO-
BETPUKYJISIPHON JIOKAIU3ALUU MEXIKETYI0UYKOBOTO COOOLIEHMS) WM €ro 00Ty-
panus (IpyU CHHYCHOM HWJIA TPaOEKyJIIPHOM MEXOKENTyT0YKOBOM COOOIICHHH );

5) MexoKemyJI04YKoBoe cooOrieHue (MpU ero HaIW4YHhh) SIBISCTCS CIIUH-
CTBEHHBIM BBIXOJ/IOM M3 JIEBOTO XKEIIy10UKa;

6) OTCyTCTBHE KOHYCHOTO OT/EJIa JIEBOTO eIy J0UKa;

7) OIVH M3 MaruCTPAIbHBIX COCYIOB IMOJIHOCTHIO, @ BTOPOM — HE MEHee,
yeM Ha 50 % OTXOASAT OT MPABOT0 KEMYyA0UKA;

8) mapauteNIbHBIN X0JT MATUCTPAIBHBIX COCY/IOB.

Knaccupuxauus

CornacHo kinaccupuUKalMKi JBOMHOE OTXOXKJICHHE MaruCTpalbHBIX COCY-
JIOB OT MPABOTO KEMyJ04YKa B 3aBUCHMOCTH OT MECTa PACMOJIOKEHUs aedeKTa
MEXOKENTyI0UKOBOM MEeperopo KM, HaIMYUs U CTENEHU CTEHO3a JIETOYHOM apTe-
puu noApas3aeiseTcs Ha 1Ba TUIA!

tun | — nedext MXII HaxoauTcs Mo aOpTOH;

tutl || — nepext MXKII — mox nerounoit aprepuei.

TUI A — TIOPOK HE COMPOBOK/IAETCSI CTEHO30M JIETOUYHOW apTepuH;

TUINl B — IpUCYTCTBYET Cy>KEHUE JIETOYHON apTEPUH.



CykeHHe IMyTH OTTOKa M3 mpasoro xenynouka (1K) 3aBucut ot pacmo-
JIOKEHUs CyOapTEepHAIbHOIO KOHYCA, NMPU €ro OTKJIOHEHHH KIIEpeAu MPOUCXO-
JUT CY>KE€HUE CyOIyIbMOHAIBHOTO OT/AEIA.

Pacnonoxxenue negexra MXKII 3aBucHUT OT mpUKpEIUIeHUs NIEPEIHEr0 U
3aJIHETO MYYKOB CENTOMapruHalbHON TpabeKylbl (MOAEPaTOPHOIrO IMydKa, CO-
SAMHSIONIETO MEXOKENY0YKOBYIO TIEPEropoJKy U cBoOoAHyt0 creHky [1K) k
cybapTepuanbHOMy KOHYyCy. Ilpukpemsienue mnepeaHero mydyka K cybaprepu-
aIbHOMY KOHYCY MPUBOAUT K opmupoBanuto cybaopraibnoro JIMXII, a 3az-
Hero nyuka — cyonynsmoHabHoro JIMXKII. Ilpu otcyTecTBuu cybapTepuanbHO-
ro KoHyca Je(eKT MEXIKENTyI0YKOBON MEeperopoAkd HAXOAMUTCS MOJ 00EUMH
apTEepUAMMU.

JIBOMHOE OTXO’KJICHHE MAaruCTpajabHBIX COCYIOB OT MPABOIr0 KEIYI0YKa
(AOCIIXK):

— tuna JMIKII — xapakrepusyercs: moAaopTaJbHON WK MOAapTEpUalb-
HOM €ro JIOKaJIM3aluu P YCIOBUHU OTCYTCTBUS OOCTPYKIIMM BBIXO/A U3 IIPaBO-
ro xeiyaodka (tun B);

— Tumna terpaapl Pamio — XapakTepu3yeTcs: NOAA0PTAIBHON WM TToAap-
tepuanbHoi Jokanuzanuen JIMKII B coueranuu ¢ oOCTpyKiued BbIXxoda M3
IPaBOTO Kemyaouka (T A).

— TUINA TPAHCHO3UIMU MAarucCTpajibHBIX cOCyAO0B (aHoMmanusi Tayccur —
bunra) — xapakrepusyercs nojierounoi jgokanmmzauein JIMXKII npu ycnosuun
OTCYTCTBHSI OOCTPYKITMH BBIXOJIa M3 MPaBOTro kenyaouka (tum I A).

JIBOMHOE OTXO0KJI€HHE MarucTpaibHbiX cocy1oB ot IDK ¢ HekommuTupo-
BaHHbIM JIMXKII xapakTtepusyeTrcsi ero HaJu4hMeM B CHUHYCHOM WM TpaOeKy-
JSIPHOM OTJAEJI€ MEPErOpPOJIKH, MOXKET COUYETaThCsA ¢ OOCTPYKIMEW BBIXOJA U3
IIPABOr0 JKEJIyA04Ka.

I'emopunamuka

ITpu JOCIDK Tuma AMXII (6onee 50 % ciy4yaeB accOMHpPOBAHO C

JIMXII B cybaopTanbHON MO3UIMK) OKCUTEHUPOBAHHAS KPOBb U3 JIEBOTO JKe-



aynodka (JIDK) B ocHOBHOM moctymaer B aopty. Hu3koe cocyaucToe CormpoTHB-
JICHHE B JIETOYHBIX APTEPHSX MO3BOJISECT BEHO3HOU KpoBH U3 DK u wactu kpoBu
u3 JOK moctynarh B J€rO4YHBIA CTBOJ. DTOT MOPOK MaHU(PECTUPYET KIMHUKOM
cepIe4HOl HenocTaTtoyHOCTH. [lo Mepe meperpy3ku mManoro kpyra KpoBooOpa-
HICHUS] BO3pPACTaeT COCYAMCTOE CONMPOTUBIEHHE C (OPMHUPOBAHUEM JIETOYHOM
runepren3uu. Yepes 3—4 roga oHa CTaHOBUTCS HEOOPATUMON M CO BpEMEHEM
MPUBOANT K (POPMUPOBAHUIO CUHIPOMA D3EHMEHTepa.

[Mpu JJOCIDK tuna terpansl ®amio (wacto JAIDKII cybaopranbHblii) B
pe3ynbTaTe o0CTpyKIuH BhiBojHOTO oTaena [DK (marosorus cyOIyibMOHAIb-
HOTO KOHYCa WJIM JIBYCTBOpPYATHIA MyJIbMOHAIBHBIN KjanaH) OCHOBHOM 00beM
KpOBHU U3 000UX JKEIyI0YKOB MOCTymaeT B aopty. O0beM KpOBOTOKA B JIEroy-
HOI apTepuu 3aBUCHUT OT cTeneHu oocTpykuuu Bbixona u3 IDK m Hammums no-
MOJHUTEIBHBIX UCTOYHUKOB JeroyHoro kpooToka. JOCIDK tunma Tterpassl
Panio KIMHUYECKH MPOSBISECTCS CEPACYHON HEIOCTATOUHOCTBIO U TMIIOKCHYE-
CKMMH MPUCTYTIAMH.

ITpu AOCIDK Tumna TpaHCHMO3MIIMK MaruCTPaJIbHBIX COCYJIOB OKCUT'€HU-
pOBaHHAas KPOBb MOCTYMAET B JISTOYHOM CTBOJI, @ BEHO3HAsA KPOBb — B aoOpTy.
Knunnuecku mposiBIISIETCS IMAHO30M U CEPACYHOM HEAOCTATOYHOCTHIO. B Teue-
Hue nepBoro roja xu3znu ¢ JOCIDK popmupyercs BbicOKas JierouHasi TUrep-
TEH3HUSL.

JIMarHocTuKa Ha OCHOBE MHCTPYMEHTAJIbHBIX METOA0B

DOxokapauorpadus BBITIOIHAETCS AJIsI OIEHKH THUIA BHYTPUTPYIHOIO pac-
MOJIOKEHMS Cep/illa, BapuaHTa aTPUOBEHTPUKYJIPHOU CBsI3U, MOPHODYHKIINO-
HAJIBHBIX MMAPAMETPOB KEIIYJOYKOB, B3aUMOOTHOILICHUS MAaruCTPajIbHBIX COCY-
J0B, Jiokanu3zauuu u pasmepa [IMIKII, creneHn pa3BuUTHUS U OPUEHTAIMU KO-
HYCHOM MEePEeropoKy, aHATOMUU U (PYHKITUU aTPUOBEHTPUKYJIIPHBIX KJIAMaHOB,
HAJIMYUSI MUTPAITBHO-TIOIYJIYHHOTO (PUOPO3HOTO KOHTAKTa, PACCTOSIHUS MEXKIY

TPEXCTBOPYATBIM KJIAITaHOM H KJIallaHOM JIECOYHOM apTepun; OIIPCACIICHUA



HaI4usi, MOPGOJIOTHHN U CTETIEHU BBIPAXKEHHOCTH OOCTPYKIIMU BBIXOJAa U3 *Ke-
JyJIOYKOB, A0PTHI U JIETOYHOI'0 APTEPHAIBHOTO JEPEBA.

Kowmmnbrorepnas Tomorpadus nNpuMeHsIeTCsl B KAYECTBE JOMOJIHUTEIEHOTO
UCCIIEIOBaHMS K 3XOKapauorpapuu Wik albTePHATUBHOIO MHBA3WBHBIM METO-
JlaM HCCIIEJIOBaHUS C I1IeJIbI0 YTOYHEHHUs MOP(}OIOTUU MOPOKa U ONTUMHU3ALIH
XUPYPruYecKOr TEXHUKH, OCOOCHHO MPHU CI0XKHBIX (popmMax Mopoka, B TOM YHC-
Jie 11 TPEXMEPHOTO MOJIEIMPOBAHUS IPEICTOSIIEHN Olepaluu.

B xopxe xarerepuszanuu cepaua B COYETAHUN C UHBA3UBHBIM MOHUTOPHH-
TOM JIaBJICHHS B JIETOYHOW apTepuu MPUMEHSIOT (hapMaKOJIOTHYECKUE MPOObI

JIJIS1 OLIEHKW OOpPaTUMOCTHU JIETOYHOM TUIIEPTEH3UH.

Kinunnyeckuii ciyuyai

[Manment I'., 39 ner. XKanoOsl HA OABIIIKY MPU OBITOBBIX HArpy3Kax, yda-
IIEHHOE ceplieOrneHue, MOBBIIIEHHYIO YTOMIIIEMOCTb, C1a00CTb.

Anamues. Bpoxaennsriii mopok cepana (BIIC). ledekr mexokemymodko-
BOIl MeperopoJky IUarHoCTHUpoBaH B Bo3pacte 6 mec. B Bo3pacte 4-x ner
B HUUIIK r. HoBocuOupcka Obuto mpoBeaeHo npoodcienoBanue: DKI (mpusHa-
KU TUNEepTpo(UU MpaBoro Mpeacepaus U MpaBoro Kemynodka), 3XoKapauorpa-
¢us ¢ xkourpactupoBanueM (IXO-KC) (oObemHas meperpyska JEBOrO Kemy-
JI0YKa, pa3Mepbl MPABOIo KENyA0YKa COCTABIISIIM BEPXHIOI T'PAHUIY HOPMBbI),
4YpPE3BCHO3HOE 30HUPOBAHUE Cepllia (IaBlicHHEe B JIETOYHON apTepUu Pe3KO MOo-
BBIIIICHO U COOTBETCTBYET JIABIICHHIO B a0pTe), nuToouoncus Tkanu jgerkoro (111
CTaJus JIETOYHOM runeprensun mo Dasapacy) (Pucynok 1).

[To pe3ynbratam KIWHUYECKOW KapTHUHBI U MPOBEIACHHBIX 0OCIICTOBAHUMN
OblJla TMarHOCTUPOBAaHA HEOOpaTHMasi BBICOKAs JIETOYHas runepTeH3us. buuio

IMPUHATO PCIICHUC OTKA3aTbCA OT Xprpl"H‘—IGCKOfI KOPPCKOHH IIOPOKa CCpALa.
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Pucynok 1 — MeauuuHcke TOKyMEHTBI, IPEA0CTaBICHHbIE TALIUEHTOM [

B nanbHeiiem mpu MOBTOPHBIX AXOKapAuorpaduyecKuX HCCIICTOBAHUSIX
MOPOK cepAlla YTOYHEH KaK JBOWHOE OTXOXKICHUE MAruCTPaJbHBIX COCYIOB U3
MIPABOTO KEITYA0UKA.

OOBekTHBHOE 00CIIeI0BaHNE: aCTCHUYECKHI THUII TEJIOCIOKeHUs (pocT —
164 cm, macca Tena — 48 Kr, okpyxHOCTh Tanmuu — /0 cM). KokHbIe TOKPOBHI 1
CJIIM3UCThIE HOPMAIBHOW OKpacKd, NMEepUu(peprUuecKue OTEKH OTCYTCTBYIOT. JlbI-
XaHUE B JIETKUX MPOBOIUTCS B HIDKHHE OTACIIBI, BE3UKYJSIPHOE, YACTOTA JIbIXa-
TEJIbHBIX ABWKECHUHN B MOKOE — 18 B MuH. [ paHuLbl cepaia paciupeHsl BIIPABO,
TOHBI TIPUTIYIIEHBI, BO BCEX TOYKAX ayCKYJbTAIIMH BBICIYIIUBAETCS CHUCTOJIO-
JTUACTOJIMYECKHUH 1IyM. ITysbc OOBIYHOTO HAITOTHCHHS W HAIPSHKCHUS, apTepH-
anpHoe naBieHue 100/65 MM pr. cT.

HNucTpyMeHTAIbHBIE HCCJIEI0BAHUSA

Dnexrpokapauorpadus (IKI): cuHYCOBBIH PUTM ¢ YaCTOTOM CEpACUHBIX

otkioHenuit (UCC) — 66 ynapoB B MuHyTy. OTKIOHCHHE JJICKTPUYECKON OCH



cepara pe3ko Brpaso. [Ipu3Haku runepTpoduu mpaBoro mpeAcepaus U MpaBoro

xemynouka (PucyHok 2-3).
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[To pesynbraram peHTreHorpauu OpraHoB TPYIHOM KIIETKH: 3aCTOW B
MaJioM Kpyre KpoBOOOpaIEHUS.

Oxoxkapauorpadus: npuzHaku BIIC. JIBoitHOe OTXOXKIEHUE MarucTpasib-
HBIX COCYZIOB OT IPaBOTO KeMyJ0uka ¢ mojaopranbHbiM Aedextom MIKII 6e3
NPU3HAKOB CTEHO3a KianaHa jerouyHoi aprepuu (JIA). Jlnnaranus u runepTpo-
bus [DK, orxoxnenne aopthl 1 JOK ot I1DK, BhIcOKMIT MOaopTanbHBIN 1epeKT
MXII co cOpocom crnpaBa HaJeBO, AUIATALMS JETOYHOW apTepUu, HETOCTAaTOY-
HOCTh aopTajbHOro Kianana (AK) 2-i crenenu, mposanc MUTPaIbHOTO KJlanaHa
(ITMK) | crenienu ¢ HE3HAUUTEIIHLHOM perypruTaiueii.

JleBbIfi >KeyAOUYeK HE YBENMYEH (KOHEUHBIA NUACTOJMYECKUN pazmep
(KIP) — 46 mwM, 3aausist crenka (3C) JIDK — 10 mm, MOKIT — 10 MM, uHIEKC Mac-
cel Muokapaa (UMM) JIDK — 104,09 r/m?), sKCKypcus CTEHOK HE HapylIeHa,
newkenne MXKIT weonpeneneHuoe. [IpaBbie oTaebl yBearueHbl (MPUTOYHBIHN
ornen IDK — 53 MM, npaBoe npeacepaue — 43 x 55 MM, TonmmuHa CBOOOTHOM
creaku [DK — 11 mwm). YBenudeH nuaMeTp JISTOYHOTO CTBOJIA — 33 MM, IpaBast
BeTBb JIA — 29 MM, neBast BeTBb — 21 mm. Tlepennss ctBopka (I1C) muTpanbHo-
ro kinanana (MK) ymiotHena, nponadupyet B mosocts JIIT B cuctony 10 4 MM B
MapacTEpHAJIbHOM MO3ULIMHU MO JIUHHOM Och. CTBOPKHM aOpTaJbHOTO U TpH-
KYCIHJAJIBHOTO KJIAMAHOB YIUIOTHEHBI. MaKCUMabHbBIA TPaJUEHT HA aopTaib-
Helid kinanad (AK) — 16 MM pT. CT., TaM e JIOIMPYETCS CTPYs aOpTaIbHOM pe-
ryprutanui. MakcuManbHBIA TPaJMEHT Ha JETOYHOM KianaHe — 12 M prt. cT.
MakcumanbHbIi TPaAMEHT CTPYH PETYPTrUTALNNA HA TPUKYCIIAIAIbHOM KJIallaHe —
22 MM pT. cT. B cyOkocTanpHOI Mo3uImy JouupoBaH AunaTupoBannsiii [DK, qBa
MarucTpaibHbiXx cTBona (aoprta u JIA), Beixomsamux u3 DK, umeror napaiiens-
el xoxa. IlomaopranbHo crmpaBa BusyanusupoBaH BbicOkui nedexkr MIKII
(16 mM) co cOpocom cripaBa HasieBo. KoHycHast eperopoika JOIUpyeTcsl crpaBa
u Boime JIMXKII. ®ubposusie kosbia MutpaibHoro (MK) u TpukycrnuaaibHOro
(TK) knanmaHoB HaXOAATCS HAa OJHOM ypoBHe. [IpU3HAKOB MEKIIPEICEPIHOTO CO-

OOIIEHHS U OTKPHITOTO apTePHaILHOTO MPOTOKA He BhisiBIIeHO (PucyHok 4-7).
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Pucynok 4 — AnmkaibHasi yeTblpexKaMepHasi IO3UIusl.
Jlouupyrotes pacuiupeHHble IpaBble OTAEIbI CepALa,
BBICOKUH J1e(heKT MENOKETYA0UKOBOI eperopoKu.
®uobposusie konbla MutpanbHoro (MK) u tpukycnuaansnoro (TK) kinananos
pacrioyio’KeHbl Ha OIHOM YPOBHE

Pucynok 5 — CyOkocTanpHas yeTbIpexKamMepHast O3ULIHSL.
JIBa cocyna BBIXOAST U3 MPABOTO KETyA0UYKa
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Pucynok 6 — CyOkocTanpHasi 4eThbIpexKaMepHast MO3UIIHU.
Jlomupyrotest 1Ba cocyaa ¢ Xx010M «00K 0 OOK»

Pucynoxk 7 — CyOkocTanbHas 4eThIpexKaMepHast MO3HIus. PacimmpeHHbie JerOYHOM CTBO,
MpaBasi ¥ JIEBbIC BETBU JIETOYHON apTepuu
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Pe3yabTarTsl aHAIM30B

O6muit aHamM3 KpOBU: SPUTPOLUTHL 5,74 - 10'2, remorno6un — 158 r/m.

OO0uumit anaau3 MO4H: O€3 ITaTOJIOTUH.

broxumudecknil aHanM3 KPOBH: YPOBEHb KpeaTHMHWHA — 95 MKMOJIB/I,
ckopocTh KiyOoukoBoi QuiubTpaiuun (CK®) no Kokpopry — Toary —
62,37 mut/mMun/1,73 M2,

KoHcynbranus 3HAOKpUHONOrA: CyOKIMHUYECKUMH runotupeo3. Craaus
komneHcaruu (L-tupokcun — 12,5 mr).

Takum 00pa3om, nmauueHty I'. BBICTaBIEH KIMHUYECKUN JUATHO3:

BIIC. JIBoMiHOE OTXO0XKIEHNE MATUCTPAIBHBIX COCYJIOB OT IPABOTr0 KEIy-
nouka. [lomaopTayibHBI JTeDEKT MEXKKETYJOUKOBOW MEeperopoiku. Bricokas
nerouHas runepreHsusa. CuHIpoM OUW3EHMEHrepa. YMEpEeHHash HeENO0CTaTOY-
HOCTh AOpPTAJIbHOTO KJamaHa. XPOHUYECKasl CcepJeyHas HEeI0CTaTOYHOCTb
(XCH) A crenenwu, TpeTuit QyHKIIMOHAIBHBINA KJIacc.

VY manmeHTta HabOm0MaeTCs BpoXkaeHHbIH Topok cepama (BIIC), mo remo-
JTMHAMUKE HAIOMUHAIOIIUNA HEPECTPUKTUBHBIN eeKT nmepuMeMOpaHO3HOM Ya-
ctu MXKII. B pe3ynbTaTe mo3aHeil uarHoOCTUKA Nopoka chopMupoBaiach He-
oOpatumasi jerounasi aprepuanbHas runepteHsus (JIAI'), u nmanueHT He ObLI
npoonepupoBad. C Te4eHUEM BPEMEHH Harpy3ka oObeMOM U JIaBJICHUEM Ha Ma-
JBIA KPYT KpOBOOOpAILEHHs TpUBENa K JUCHYHKIMH SHIOTENHS U PEMOIETUPO-
BaHHUIO COCYAOB JIETOYHBIX apTepuid (rumeptpodust meauu, GuOpoTHUecKoe
YTOJIIIEHUE UHTUMBI). B pe3ynbTaTe 3HaUMTENbHO MOBBICUIIOCH JIETOYHOE COCY-
JIMCTOE COMPOTUBIIEHHUE, YTO MPHUBENO K TUMNEPTPOPHUHU MPABOrO KEIYI0UYKa U
MOCTETICHHOW peBEepCUU IIyHTa cripaBa HaneBo. CopmupoBaics cuHapom -
3eHMeHrepa: OOoJIbIION BHTYpHUCEpPJCUYHBIA N1e(PEeKT, BbICOKAsH JIErOYHas TUIIEp-
TEH3Us1, IIYHTUPOBAHUE KPOBH CIIpaBa HAJIEBO M JJIUTENbHBIA 1MaHo3. [locnen-
HUW WHIYIUPOBAJ aJallTUBHBIC MEXAHU3MBbI JJIs YIIYUIIEHUs TPAaHCIIOpTa U J0-
CTaBKM KHCJIOPOJIa K TKAHSIM: BTOPWUYHBINA 3PUTPOIIUTO3, CMEIIECHHE BIPABO

KPUBOW NHUCCOIMAIMA OKCUTEMOTJIIO0MHA M YBEIMYECHHE CEPACYHOTO BHIOpOCaA.
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HaGnrogatorcs KIMHUYECKHWE TIPOSBICHUS CEPACYHON  HENOCTaTOYHOCTH
(ompIlka, HETIEPEHOCHMOCTh (PU3MUECKUX HATrPY30K, 3aCTOH B MallOM KpyTe
kpoBooOparienus (MKK)). V manuenta I'. mpucyTcTBYeT XapakTepHas IS 3a-
00JeBaHus CONMYTCTBYIONIAS MATOJIOTUS LIUTOBUAHOM KeJe3bl (THIIOTHPEO3).

Benenue nmnanuenTa

[TonnepxuBaromias Tepanus SBISAETCS BaKHBIM aClIEKTOM BEICHUS IMallu-
eHTa. C y4eToM LMaHO3a U KOMIIEHCATOPHOTO 3PUTPOLIMTO3A JJI TaKUX MHalu-
€HTOB XapaKTEPHBI Xkee30/1e(PUIIUTHAS] aHEMUS U TUTIIEPBSA3KOCTh KpoBH. [1o pe-
3yJbTaTaM MOHUTOPHHIA YPOBHS 3PUTPOLIMTOB, T€MOIVIOOMHA U Kelie3a HeoO-
XOJIMMO TIOCTETIEHHOE A00aBlieHHWE IpenaparoB xene3a. OCTOPOKHOCTh HE0O0-
XOJMMa BBUJY PUCKA Pa3BUTHSA YPE3MEPHOIO 3PUTPOIIOI3a U CUMIITOMOB T'H-
nepBsa3KocTH. [IpoBeneHne KpoOBOIYCKaHHUS BO3MOKHO TOJIBKO TPH M30BOJIO-
METPUYECKOM 3aMELICHUM JKUJKOCTH W HAJIWYUU CHUMIITOMOB THIIEPBA3KOCTH
KpPOBHU.

[ToTeHIManbHO OMACHBIM OCJIOKHEHHEM MOTYT OBITh ApUTMHUU CEPJLA.
Nx mnosiBieHue OOYyCIOBJIEHO TpeleTaHueM MpeACepAril U KeTyJOYKOBBIMU
HapyLIEHUsIMH pUTMa cepaua (puOpoTHUECKnEe U3MEHEHHs] MHOKapJa, XpOHH-
yeckass oObeMHas Meperpy3ka KeayJOYKOB), YTO MOATBEPKIAIOT PE3yJIbTaThl
uccinenoBannii. HeoOxomumo wm3beraTb mpueMa  BBICOKHX — JI03  OeTa-
aJpeHOOJIOKaTOPOB, UYTO NPUBOAUT K upe3MepHoMy mnonasieHuto UCC npu
Harpyske, yXyAlleHHuo (QyHKIUHU MPaBOro JKelyn04ka, a 3HAUUT — K TKEIoH
OJIBIIIIKE.

AHTUKOAryJIIHTHasl Tepamnusi MOXET ObITh HAa3HAuY€Ha MpU TpPoMOO3e Jie-
rouHoi aptepuu (JIA), OTCYTCTBHM KPOBOTCUCHHS M3 PACHIMPCHHBIX OPOHXH-
AJIbHBIX apTepU U 3HAYMMOUN TPOMOOLUTONICHUH.

[Toanepx’uBarolias OKCUT€HOTEPANHS TPUMEHSETCS, €CIIM OHA MPUBOIUT
K TIOBBIIICHHUIO YPOBHSI HACHIIICHHS apTePUANbHON KpoBHU Kuciopojom (Sa0y) u

00JerJaeT KIMHUYECKOE COCTOSTHHE.
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Takum 00pa3zoM, 1Jig NAMEHTOB C JIETOYHOUW apTepuanbHON TUnepTeH3U-
el u BpoxIeHHbIM opokoM cepana (JIAT — BIIC) Tepanus maumnHaercs ¢ je-
YeHUs] XpoHU4eckoil cepaeuyHoi HenoctaroyHoctH (XCH) u npumenenus: o6-
menpuHITHIX MeToZoB. [TammenT I'. momydaeT Oera-aapeHOOIOKATOPHI, aHTATO-
HUCThl MUHEPATOKOPTUKOUAHBIX perentopoB (AMKP), manbie no3sl anypeTu-
koB. Ecni cuMntoMel He perpeccupyroT, HazHadaroT JIAI'-cneruduyeckyro Te-
panuio B BUJI€ aHTarOHKUCTA PeIenTopoB 3HaoTenuHa (APD) nu/unn uaruéuTopa
dochoauscrepassl 5S-ro tuna (OJ135). [Ipu coxpaHEeHUH CUMIITOMOB K Teparuu
N00aBIAIOT IpocTaHOUAbl. B cuTyanuu, Korja pe3epBbl MEAUKAMEHTO3HOM Te-
panuu McYepIaHbl, HEOOXOJUMO MPOBEACHUE OAITIOHHONW CENTOCTOMUU W/HWITU

TPaHCIINIAHTAOIUH JICTKUX / KomIIEKCa «Ccepanc — JICIKUCH.

IIporuos

ITanueHT cTpagaeT TsKeNbIM BPOXKICHHBIM IIOPOKOM CEpALA, COIPOBOXK-
JAOIIMMCS [IUAHO30M M CEpACYHOM HENOCTATOYHOCTHIO. [Ipn oTCcyTCTBHM XU-
PYPrUYECKOW KOPPEKLMHU B PAHHEM BO3PACTE MIPOBOIAT MOIAEPKUBAIOLIYIO Me-
JTUKAMEHTO3HYI0 TEparuio, OJHAKO OHa TOJbKO OTAAISAET HCXOJ HEU30€KHO
HApAaCTAIONIEH XPOHUYECKON CEpACYHOM HENOCTAaTOYHOCTU. Bo3HMKaeT yrposa
UHCYJIbTA, (PaTagbHBIX ApUTMUIN, 3HAUUMOTO JIETOYHOTO KPOBOTEUEHUSI.

Knnanyeckne uccnenoBanus OKa3alld, YTO JIETOYHAsl apTepHAlIbHAs TH-
IIEPTEH3Ms, aCCOLIMUPOBAHHAsA C BPOXKACHHBIM ITIOPOKOM CEpALa, UMEET 3aMel-
JICHHBIM TEMI MPOTrPECCUPOBAHMS U MPUBOJIUT K OOJIbILIEH MPOAOHKUTEIBHOCTH
YKW3HU, YEM IIPU UANONATHYECKON JIETOYHOM THIIEPTEH3UH.

3akiouenue

[Topok ABOMHOIO OTXOXKIEHUS MaruCTPaJIbHBIX apTEPUN OT IIPABOro Ke-
JyJqouka BeTpeyaeTcst penko. OgHaKo 3Ta BEPOSITHOCTh HE HcKioueHa. HeoO-
XOIMMO CBOEBPEMEHHOE BBISBICHHE BPOKICHHBIX ITIOPOKOB CEpAlLA B PAHHEM
BO3pACTE IJIs MPOBEACHUs XUPYPruyecKoul koppekuuu. Ha mpotsokenun mo-

CJIEIHUX JECATUIICTUN MOCTHXKEHHSI B 00JACTH JETCKON CEepACUHO-COCYIUCTOM
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XUPYpPruu IpUBCIN K 3aMCTHOMY ITOBBINICHUIO YPOBHA BBIKNBACMOCTH ITAIIHCH-

ToB ¢ BIIC. IIpenycMOTpeHO MINTENbHOE HAOMIOJEHUE TAKUX IALHUEHTOB, a

TakKe MpoBeAeHUE MPOPUTAKTUYECKUX U JIEUEOHBIX MEPOTIPUATHUIA.

&
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