KAmnmueckmne HaOArOAeHNS

Penkwmii ciayvaii cunapoma baanna—Yaiita—I'apianaa y B3poc/ioi nanMeHTKH
I0.M. AAEKCEEBA, B.1. MOTMEBCKAS, E.A. CAKOBMY, A.B. CUTHWMKOB, E.A. COIOCTOBA,

A.B. ®MHbKO, A.B. APAALLEB

OIBY MeaepanbHbIi HayYHO-KAMHKUYECKMI LeHTp DMBA Poccum, 115682 Mocksa, OpexoBbiit 6yAbBap, 28

Rare Case of Bland—White—Garland Syndrome in Adult Patient.
Yu.M. ALEXEEVA, V.I. POTIEVSKAYA, E.A. SAKOVICH, A.V. SITNIKOV, E.L. SOYUSTOVA, A.V. FINKO,

A.V. ARDASHEV

Federal Research and Clinical Centre of FMBA of Russia, Orekhovy Boulevard 28, 115682 Moscow, Russia

lMpoBeaeH aHaAM3 MCTOpUM OOAE3HM MALMEHTKM C PEAKMM BPOXAEHHbIM MOPOKOM CepAla — CHMHAPOMOM bAaHaa—Yaitta—IlapaAaHaa.
3a6oAeBaHue BriepBble GbIAO BbIIBAEHO Y MALMEHTKU 25 AeT MpU NPOBEAEHUM 0GCACAOBAHUS B KAPAMOAOTMYECKOM oTAeAeHnn KanHuueckoi
60AbHMUBLI N° 83 MockBbl. B cTatbe 00CY)KAQOTCA TPYAHOCTM AMArHOCTUKM M OCOOGEHHOCTM BEAEHMS MALMEHTOB C AAHHOW MaTOAOTMEN BO
B3POCAOM BO3pacTe, a Takke npo6Aema BbIGOpa AaAbHeIIei TAKTUKU AeUeHHs].

KatoueBble caoBa: CMHAPOM baaHAa—YariTta—IapAaHAQ, B3POCAbIF THIl, KOPOHaporpaghus.

We present analysis of a case history of a patient with rare congenital heart disorder — Bland— White- Garland syndrome. The 25 years old
women was first diagnosed with this disorder during an examination in the cardiological department of the clinical hospital N°83. The paper
contains discussion of difficulties of diagnosis and peculiarities of management of adults with this pathology as well as of a problem of the

choice of further therapeutic approaches.
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Cunapom bnanma—Yaiita—Ilapnanga (CBYI) — aTo
BPOXIEHHBIN TTOPOK cepala, Mpu KOTOPOM OTMedaeTcs
aHOMAJIBHOE OTXOXIEHUE JIEBO KOPOHAPHOW apTepuu
(JIKA) ot cTBona ierouHoit aprepuu (JIA) (puc. 1).

IlepBoe HaOmloAeHUE 3TOM BPOXACHHONW aHOMaJUU
npuHamiexuT H. Brooks u matupyercs 1886 r. Bnepsrie
noapodbHo onwucanu otrxoxaeHue JIKA ot jerouyHo-
ro creosa M. Abott (1908) u A.U. Abpuxkocos (1911).
Tlosnnee, B 1933 1., amepukaHckue Kapauoioru E. Bland,
P. White u J. Garland mogpo6H0 copMyanpoOBaIn KIK-
HUYEeCKHe U 3JeKTpoKapauorpaduyeckue IMpU3HAKU
JaHHOW aHOMaJiuU y TPyIHOro pebeHKa W OMmucaiu MxX
KaK CUHAPOM, KOTOPBI/ BIIOCIEACTBUU U ObLI HA3BaH UX
nmeHamu (BWG-syndrome).

CBYT gBisieTcsl OTHOCUTEJBHO PENKOU BPOXAEHHOU
natojorueit. [Topok BeISIBASIOT mpuMepHo y 1 u3 300 000
KUBBIX HOBOPOXIEHHBIX, 4TO cocTabuser 0,24—0,46%
BCEX BPOXIEHHBIX aHOMaluil cepaua [1]. OmHako HeKo-
TOpbIE€ aBTOPHI [2] MoJIararoT, YTO 3Ta aHOMAJIU s KOpOHap-
Hbix aptepuii (KA) HaGiomaeTcst Ha MOPSIIOK Yalle, yeM
IUATHOCTUPYETCS, U SIBJSIETCSI OJHOM M3 CaMbIX YaCThIX
NpUYMH pa3BUTUS MH(papkTa muokapaa (MM), cepneu-
Holt HenocTtaTouHOocTH (CH) 1 BHe3anmHOl cMepTH y neTeit
MepBOro roja XxXu3Hu. B HacTosee BpeMst HET SN UAEMHU-
OJIOTUYECKUX NaHHBIX O YaCTOTE BIEPBbIE BBISIBJIEHHOIO
CBYT y B3pocablx manuMeHToB. B MupoBoit autepartype
OTNMCAaHO He3HAUYMTEeJNbHOE KOJMYECTBO ClIydyaeB HabJIO-
nenus nmanueHToB ¢ CBYT B 3penom Bospacte [3—6].

DMmOpuoreHe3 aHomajiabHoro orxoxaeHus JKA ot JIA
0 HACTOSIIIIETO BPEMEHU OCTAEeTCS HESICEeH U SIBIISIeTCS
NpeaMeTOM TUCKYCCUU.
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B wHacTosimieit cratbe paccCMOTpeH KJIWHMUYECKUIA
ciayyvail BnepBble BbIsiBJeHHOro CbYI y mauueHTKu BO
B3pOcCJIOM Bo3pacTe (25 roma), B TOM Yucje Moa0dop KOH-
CEpPBATUBHOIO JIEUEHUS C TMOJOXMUTEJIbHONW AMHAMUKON
COCTOSTHUS Ha ¢oHe Ha3HAYCHHOW Tepanmuu, a TaKxXe
cxXeMa pagMKaJIbHOTO JICUCHUS] — XUpyprudeckass Kop-
peKIIMs MOopoKa IMocje ageKBaTHOW MOATOTOBKU K OIle-
paTUBHOMY BMeIIATEAbCTBY Ha (POHE COMYyTCTBYIOIIEH
MaTOJIOTUU.

Puc. 1. Cunapom Bianna— Yaiita—apianna.

Crpeskoii mokazaHo otxoxjaeHue jieBoit KA ot JIC [2].
KA — xoponapnas aptrepust; JIC — jerounblit CTBOI.
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AHaTomuueckne u natocprsMorormyeckmue
nsmeHenuns npu CbYT

Paznuuaror 4 BapraHTa 3TOi aHOMAJIMU: OTXOXIEHUE JIEBOM,
npaBoii, odenx uiau godaBouyHoit KA ot JIA. Hanbonbinii
WHTEepeC TIpeNcTaBiseT aHoMaldbHOoe oTxoxneHue JIKA, Tak
KaK aHOMaJINu TpaBoil 1 no6aBouHoil KA, Kak mpaBwiio, He
COIMPOBOXIAIOTCS BBIPAXKEHHBIMU KJIWMHUYECKUMU TIPOSIB-
JICHUSIMM, a J€TU C aHOMAJIbHBIM OTXOXIAeHHEeM obenx KA
HEXXM3HECTIOCOOHBI.

CHHIPOM TPOXOIUT B CBOEM Pa3BUTHM 3 OCHOBHBIC TATO-
dusuonornueckue dasnl [7]: 1-a dasza xapakrepusyercs
afeKkBaTHbIM KpoBeHarnoiaHeHueM JIKA 3a cyeT BBICOKOTO
IABJICHUSI B JIETOYHOM CTBOJie; 2-s1 (haza — KpUTHYECKas,
00YyCJIOBJICHA MTaJicHUEM TaBJICHUS B IESTOYHOM CTBOJIC U pa3-
BUTUEM CETH aHACTOMO30B MEXIy MpaBoii KOpPOHAPHOM apTe-
pueii (ITKA) u BetBsimu JIKA; 3-a ¢aza cooTBeTCTBYeT cTa-
I c(hOPMUPOBAHHBIX aHACTOMO30B. Ha 3ToM, mocienHeM,
3Tare co3IaeTcs eAUHas CETh KOPOHAPHOTO KPOBOOOPAIIIEHUST
C pa3iMyHbIMU YpoBHsIMU AaBieHus. Tak, B [TKA cucrtonu-
YeCcKoe IaBJeHKe PaBHO JaBJICHHUIO B a0PTE U B HECKOJIBKO pa3
npesbilaeT cucroanueckoe nasieHue B JIKA. [Tocrynatoias
yepe3 aHacToMO3bI KpoBb 13 [1KA B peTporpagHom Harpas-
nenuu unet B JIKA u 3atem B JIA. Takum o6pazom, CBYT
MpUOOpeTaeT YePThl BPOXKICHHOIO apTepHOBEHO3HOIO CBUILIA
CcO cOpOCcOM KpOBHM clieBa HampaBo. KiIMHUYecKue TposiBie-
HUS CBsSI3aHBI ¢ (ha3oil CHWKeHUs naBieHus B JIA, nmpuueM
MX BBIPAXXEHHOCTD 3aBUCHUT OT alIeKBATHOCTU Pa3BUBAIOIIMX-
Csl aHACTOMO30B, TUIMAa KPOBOCHAOXEHHUs cepila M TeMmIla
cHuxkeHus masineHus. [locie poxneHus y pedbenka ¢ CbYT
pa3BUBacTCS XpOHMUYECKAsT TMITOKCUSI MUOKapIa, CBSI3aHHas
C TIOCTYIUICHMEM BEHO3HOM, MaJIo HACBIIIEHHOW KMCIOPOIOM
KpoBu. JlanbHeiilllee pa3BUTHE 3a00JIeBaHUs BKIIIOYaeT (op-
MMpPOBaHNE 04aroB HEKpO3a, TUCTPO(pUU MUOKapaa, CHUKE-
HUE COKPATUTEILHOM CITIOCOOHOCTH Ceplla, eTo IMIATalliio U
pa3Butue cucronnyeckoit CH.

CreneHb HapyllIeHUsI TeMOIMHAMUKM 3aBUCUT OT Pa3BUTOC-
TH KoJutatepasieit Mexny cucremoit JIKA u IMKA. Boigensiior
WHMaHTUIBHBINA TUIT TIOPOKAa — C TUIOXO Pa3BUTHIMU KOJIJIa-
TepaJISIMUA, Y B3POCJIBII THUIT — C XOPOIIO Pa3BUTBIMU KOJITa-
TepasiMU. B CBSI3M ¢ 3TUM pas3iiMyHa U KIMHUYECKasl KapTH-
Ha JaHHOTO TOPOKa, KOTopasi, MpexIe BCero, o0ycIOBIeHa
HEIOCTaTOYHOCTBIO KOPOHApPHOrO KpoBOCHaOXeHUs. Ilpu
WHGAHTUILHOM THIIE TTIOPOKa OOJIbHBIE YMUPAIOT OT OOIIUP-
Horo UM neBoro xenynouka (JIZK) B rpynHom Bospacte. B
cllyyae pa3BUTBHIX KoJulaTepayeil MMOCTOSTHHAS MIIeMUS MUO-
Kapraa OBICTPO MPUBOIUT K CyOIHIOKApAUATbHBIM M TpaHC-
MypaibHEIM UM B 0065acTi mepeaHeil CTEHKW M BEPXYIUKHU
JI2K, Hepellko B 3THX 30HaX MOTYT 00pa30BaThCsl AHEBPU3MBI.
J1oBOJIBHO YacTo (popMHUpYyeTCsl HETOCTAaTOYHOCTh MUTPAJIb-
Horo kinanaHa (MK) Bcaenctsue ¢pubposa cBOOOIHOTO Kpasi
CTBOPKM WJIY AeopMalliy TiepeIHeil MamIISIPHOM MBIIILIbI

[8].

KAMHMueckas kapTMHa M NporHos

KiuHuueckue nposiBieHUs1 CUHAPOMa OOYCJIOBJIEHbI UIlie-
MHeil MUOKapAa U y OOJbIIMHCTBA JeTeil MaHU(DUCTUPYIOTB
nepBble 3 MeC XMU3HU. Y MalMEHTOB OTMEYAETCs BSIJIOCTD,

0JIEMHOCTb KOXHBIX IIOKPOBOB, IIOBBLIIICHHAA IIOTJIMBOCTD,
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pBOTa, CpbITMBaHWE, ONBIILIKA, TAXUKApAMS. Y OTIEIbHBIX
OOJTbHBIX TEPBBIMU TPU3HAKAMM OOJIE3HU SIBISIIOTCS TIPU-
CTYITBI BHE3aITHOTO OECTIOKOMCTBA C TOSIBICHUEM TaXWUITHOI,
0JIETHOCTH, MOTJAMBOCTU. Takre MPUCTYTbl BO3HUKAIOT 00ObIY-
HO BO BpeMSI U ITOCJIe KOPMJIEHUST U TTPOJOJIKAIOTCS B TeUeHUE
HECKOJbKMX MUHYT (CTEHOKAPIUS KOPMIICHUST).

[Mpu HeGIATONIPUSATHOM TEUEHWH TIPUCTYIIBI YYAIIaloTCsI, 1
B pe3yJibTaTe TsSXkKesoi uilleMun Muokapaa (wim UM) pa3su-
BaeTCsl KapIMOTECHHBII IIOK C JIeTaJbHBIM KcxonoM (85—90%
clyyaeB) Ha TIEPBOM TOAY KU3HU pebeHKa (MHGbAHTUIbHBIN
tu). Ecm peGeHOK TiepesknBaeT 3TOT KpUTUIECKUIA BO3PacCT,
TO MOXET HACTYIUTh YJIy4llIEHUE C UCYE3HOBEHUEM aHTUHO3-
HBIX TIPUCTYIOB. BMecTe ¢ Tem MHOrAa y neTeil B Bo3pacrte
1—2 ner pa3BUBAIOTCS TOCIEACTBUS MHOXeCTBeHHbIXx MM
C TUTOXO Pa3BUTHIMU KOJITATEPATISIMA U PE3KO BBIPAXKEHHOM
HEIOCTaTOYHOCThIO KpoBooOpatieHus. JIK y Takux manu-
€HTOB MPAaKTUYECKU HE BBIMOJHSIET HACOCHYIO (DYHKLIMIO
BCJIEICTBME BBIPAXEHHOTO KapAMOCKIepo3a. DTO naneko
3arenas cTaaus HeoOpaTUMBIX M3MEHEHWI B MUOKapie,
BBI3BIBAIOIIMX WHBAIMIHOCTbL 00JbHOro. IlporHo3 B Takux
ciyyasx HeOsaronpusiTHbiii. Hepenko Bo3MoXHa cMepTh B
Oosee mo3gHeM Bo3pacTe Ha (oHe (U3MUECKOU HArpy3KH,
yacto 0Oe3 mpenwectByromux npuzHakoB CH (B3pociblii
TUM).

IIpu obcienoBaHuM pebOEHKa Ha 3JIEKTpOKapAuOrpamme
(BKTI) MOXHO BBISIBUTH XapaKTepHbIE MPU3HAKU WIIEMUMN
(octporo UM) nepenHedokoBoii crenku JIZK npu Hopmaib-
HOM TTOJIOKEHUU WJIX OTKJIOHEHUU 2JIEKTPUUECKON OCU cep-
nna BjieBo. OTMeuarTcst IIyooKue U YIIUPEeHHbIe 3yO1bl Q u
oTpulatenbHbie 3yousl T B oTBeneHusx I, aVL u neBbIX rpya-
HbIX V,—V,. Kpome TOro, MMeI0TCs NPU3HAKM JIEBOXKETYI0-
KOBOU rumneptpoduu (rayookue 3yOLbl S B MPaBbIX IPYIHBIX
U pexe BbICOKME 3yOUbl R B JIE€BBIX IPyIHBIX OTBEICHMSIX).
CermeHT ST 0OBIYHO HUXKE M303JIEKTPUYECKON JIMHUU.

ITpu B3pocioMm Ture mopoka Ha DKI mpuznaku UM moryt
OTCYTCTBOBaTH [9] (puc. 2).

WHorna ormevator Oojiee riydbokue 3yousl Q B I u aVL
OTBEICHUSIX, BBICOKME 3yOIIbl R B IE€BBIX IPYyIHBIX OTBENEHU-
ax (V,—V,), Npu3HaKu yMepeHHO TunepTpoduy MUOKapaa
JIK. YV psna 607pHBIX OTMEYAlOTCS MPU3HAKU PYOLOBBIX
W3MEHEHUI1 B TepeaHeBepXyIIeuHoi 30He JIK.

Pentrenosnornyeckoe uccienoBaHue He UMEET BBICOKOTO
MPUOPUTETA B IMarHOCTUYECKOM moucke. Hepeako oGHapy-
KUBaeTCs yBeJIMUEHUE Pa3MepOB Cepilla, Yalle ero JeBBIX
OTJIEJIOB.

Oxokapauorpadpust (DxoKI) mMoxer momoub B JHArHOC-
THKE JaHHOTO TIOpOKa cepaua. 3amaveil 3Toro ucciaenoBa-
HUS SIBJISIETCS] BU3yalIM3alldsi KOPHsS aopThl ¢ ycThamu KA.
VBuners uzoopaxkernue JIKA y 1erouHoro crBosia TpyaHee, HO
BO3MOXHO TMPU MPaBUILHOM MOJOXEHUU NaTYMKa.

MynbTucnupaibHas KoMibioTepHast Tomorpadus (MCKT)
u kopoHaporpadus (KI') ¢ BeHTpukynorpabueil sBasioTcs
HanboJiee IyBCTBUTEIIBHBIMU ¥ MHGOPMATUBHBIMU METOTAMM
NIMAarHOCTUKU aHOMaJIbHOTo oTxoxXaAeHUs1 KA. OHu ro3BosisieT
YeTKO ONpeNesuTh MecTornojoxeHue yctbeB KA, a Takke
BBISIBUTB COITYTCTBYIOIILYIO [TATOJIOTUIO ceplia u cocynos [10].
CenextuBHast KI' Bu3yanusupyeT eIMHCTBEHHYIO pacllu-
pennyito ITKA u 6bIcTpoe peTporpagHoe KOHTpacTUpOBaHUE
cuctembl JIKA co cOopocom kpoBu B JIA M BBISBISICT THUIT
KOPOHApHOTO KpOBOOOpallleHUs1 (JIEBbIN WM MpPaBblil). DTO
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Put™M cHMHYCOBBIIi, TOPU3OHTATBHOE TOJIOXEHNE 3JIEKTPUUIECKON OocH cepalla, Mpu3Haku runeprpodun Muokapna JIZK v yseBoro mpemcepmus,
HenoJiHas 6J10Kana JeBoii BeTBM mmyuka [uca. DKI' — anektpokapauorpamma; JIZK — neBblit kenynouek.

nocjeaHee OOCTOSITEIbCTBO, MO NaHHBIM psiia aBTOpoB [7],
MMeeT 3HauYeHue Ul MPorHo3a 3aboseBaHMs (bosiee Oaro-
TIPUSTHBIN TIPU TIPABOM THUTIE).

OnucaHne KAMHMYECKOTO CAy4asi

B deBpane 2011 r. B KapauoIoruyeckoe OTaeeHUE KIMHU-
yeckoit 6oapHuIBI No 83 @MBA Poccuu ObUTa TOCTIATATH-
3upoBaHa namueHTtka C., 25 net. [1pu MoOCTYIJIeHUU OCHOB-
HBIMM 3Kaj00aMy TALMEHTKU ObLIM ObICTpasi yTOMJISIEMOCTh
(BbIpaxkeHHAsI yCTAJIOCTh MPU MoabeMe Ha 1 5Taxk); obrast
¢1a00CTh; TAXMKapaUs B IIOKOE W MpH Harpy3ke. Kpome Toro,
MaIMEeHTKY OeCITOKOIIA TUCKOMMOPT M OLIYIICHUE TSDKECTH
B 00JIaCTM cepAla; CHUKEHUE MacChl Tejla Ha 4—5 KT B Teye-
HUE Toa, MOBBIIIEHHAs TPEBOXHOCTh U HapyIlIEHUE CHA.

[Ipu ompoce ymanoch BBISICHWTh, YTO, HauWHasI C Hele-
JILHOTO BO3pacTa, 60JIbHasi HaxXomujIach MO HAOIIONCHUEM Y
neaydarpa B CBSI3M C MpeAroiaracMoil maronorueit cepaua. B
TPYIHOM BO3pacTe y MallMeHTKU ObLT AMAarHOCTUPOBaH (Guod-
pO31acTo3 3HAOKApAa, a BIOCICACTBUM 10 AaHHBIM DKI u
KIMHUYEeCKO KapTUHBI — BPOKIEHHBIN KapInT.

Cnenyer oTMETUTh, 4YTO OoibHast C. poauiach OT MEPBOM
OepeMEeHHOCTH, TIPOTEKaBIIIell ¢ TOKCUKO30M B I Tpumectpe,
Math nauueHTku B | Tpumectpe nepeHecia OPBU. [lesouka
ponunachk ¢ maccoir 2700 r, poct — 49 cM, ¢ OLEHKOH I10
mkayue Anrap 8 6amtos, npuBuBka BLI2K BeinmonHeHa B poa-
nome. [lepron HOBOPOXIECHHOCTH MPOTEKal 6€3 0COOeHHOC-
TeW.
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B no1ikonbHOM M paHHEM ILIKOJBHOM BO3pacTe BEAyLIUM
JIMAarHO30M IMallMEeHTKHY Oblja IuIaTallMOHHAs KapaIuoOMHUoIIia-
THSI C YBEJIMUEHUEM pa3MepoB JICBBIX OTIEJIOB cepalla U Mpo-
nancom MK c peryprurtauueii III—IV crenenu. B 14-netHem
BO3pacTe 1eBOYKa HaXoauJIach Mo HaOII0JeHUEM KapauoJo-
ra ¢ OCHOBHBIM JMAarHO30M «ITOCTMUOKAPANYECKHUI KapauocC-
KJIepo3». 3a o 10 HACTOSIIe roCIuTaIM3aliy MalueHTKa
ITOBTOPHO O00paTMIach 3a MEAUIIMHCKON TTOMOIIBIO B CBSI3U C
pPa3BUTUEM TpPEX 3MU30J0B CUHKOIAIbHOrO cocTosiHus. Ilo
JIAaHHBIM XOJITepOBCKOro MoHutopupoBaHus DKI' 3apukcu-
poBaHa 4YacTasl XeJIyIO4KOBash 3KCTPACUCTONIMS, B CBSI3U C
yeM ObLJ1 Ha3HAYeH aMUOAAPOH T10 CTaHAAPTHOM CXeMe.

IIpu nocryrmieHun oObEKTUBHBIN cratyc OosbHOM C. 0e3
ocobeHHocTeil. [IpuBiekanu BHUMaHUE yBeJIWYCHUE IMyJibca
B 1mokoe 10 90 B MUHYTY U CUCTOJIMYECKMUIT IIIyM Ha BEPXYIIKE
cepaia mpu ayCKyJIbTalluu.

ITo naHHBIM J1AOOPATOPHBIX METOOB UCCIECAOBAHMS OOIIMIA
aHaJIM3 KPOBU, OMOXMMUYECKUE TTOKa3aTeau KPOBH, Kapau-
ocriendudeckre (GepMEeHTHl B paMKax (pU3UOJIOTUYEeCKOM
HopMbI. OOpaliiaju BHUMaHKe ITOBBIIIEHUE YPOBHS MO3TO-
BOI'0 HAaTPHUITypeTUYECKOro IMeNnTuaa 10 565 mr/mi, a Takke
MPU3HAKK TUPEOTOKCUKO3a C MOBBIIIEHUEM YPOBHSI CBOOOI-
HOTO TPUIOATUPOHUHA 10 8,33 Ir/MJI M CHIDKEHUEM YPOBHSI
tupeorporiHoro ropmona (TTT) mo 0,004 MkMEn/mi, cBo-
0oaHOro TupokKcuHa— 1o 1,91 nmounb/i.

JlaHHbIE MTHCTPYMEHTAIBHBIX MCCIIEAOBAHUI HE TTO3BOIMIA
MPEANOJIOXUTh HAJTMYNE Y MAIMEHTKN BPOKIEHHOTO ITOPOKa
cepaua. Ha OKI orMmeuanach cuHycoBasi TaxvKapausi, mpu-
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3Haku runeprpoduu JI2K v nesoro npeacepausi ¢ HapyleHU-
eM KpOBOCHAOXEHMS TIepeHeneperopoaodHoit odmactu JIZK.
Pesynbratel xontepoBckoro MoHutopupoBanust DKI' 6bumm
6e3 0cOOEHHOCTE, 3aperMCTPUPOBAHO & KETYTOYKOBBIX IKC-
TPacHUCTOII.

Onnako mpu OxoKI oTMeyamuch muacronmdeckasl IHUC-
yHKIIMA MUOKapaa Mo PEeCTPUKTUBHOMY THUITY U TUTIOKH-
HE3Usl CpefHe-TepeaHENePEropofOYHOro 1 3aIHenepero-
POIOYHOTO CETMEHTOB, HEKOTOpasi TUCKUHE3Us BEPXYILUKH,
pakumst Beiopoca 37—40%. [1pu 11BETOBOM AOMILIEPOBCKOM
KapTUPOBAHUU OTIPENESUITNCh y3KKWe JIMHEWHbIE TOTOKU B
MHOKapAe XeJIyoouKoB rpuHON 10 0,8 cM (Mmpenrnonoxu-
TeJbHO paclIMpeHHble cocyabl cepaua). JIZK 5,7 cMm, neBoe
npencepaue — 91 mi, akcueHTpuueckas: runeprpodus JIK,
Macca Muokapna 273 r. OTMedaauch Takke pojabupoBaHue
o6enx ctBopok MK, MukcoMaTo3Hasl AereHepalysi CTBOPOK
MK, mutpanbHas peryprurtanus IV crerenu.

Ha ocHoBaHMM CTPYKTYpHBIX U3MEHEHUI, OOHAPYKEHHBIX
no maHHbIM DxoKI, GompHOII OblTa pekomeHmoBaHa KI,
pe3ybpTaThl KOTOPO MOMOIJIM YCTAHOBUTD TUATHO3.

KT mo3Bonuia BbISIBUTH aHOMaJIbHOE OTXOXIEHUE CTBOJIA
JIKA ot xopHs1 JIA ¢ popMupoBaHreM KOPOHAPHOTO CUHIPO-
Ma oO0KpambIBaHUs (puc. 3).

TTKA oTXOOWUT TMNMYHO, MPOCBET €€ PACUIMPEH M uyepe3
MOIIIHBIE CENTaJbHbIE U ANUKaIbHbIE MEPETOKU OTMEUaeTCs
TOCTYTUIEHWE PEHTTEHKOHTPACTHOTO BEIlIECTBA B HEM3MEHEH-
Hble BeTBU U cTBOJ JIKA, co cOpoCcOM KOHTPACTHOTO Belllec-
TBa B cTBOJ JIA.

Takum 06pa3om, Ha OCHOBAaHU Y KJIMHUYECKON KapTUHBI
3a00JIeBaHUSI U JaHHBIX JIAOOPATOPHO-UHCTPYMEHTAb-
HBIX UCCJIENOBAHUI MAllMEHTKE YCTAHOBJIEH OKOHYATEb-
HBI KJIMHUYECKUI IUarHo3: BpOXIECHHBIU IMMOPOK ceplia:
cunapom bnanga—Yaitra—Ilapnanga. OcnoxHenus: XCH
I crenienn, 11 pyHKIIMOHAMIBHOTO KJIacca IO Kjiaccuduka-
uun NYHA. MuTtpanbHas HenoctatoyHocTh [II—IV cre-

Puc. 3. Auruorpamma 6osbHoi C., 25 et (mpaBast Kocast IPOEKIMs).

Crpenkamu 0003HaYeHO: KOHTpacTupoBaHue pacimperHHoil [TKA c
MOCTYIJIEHUEM KOHTpacTa yepe3 Kojutatepann B BeTBu JIKA n
copocom KoHTpacTHoro BemiectBa B cTtBoi JIA. TIKA — mpaBas
kopoHapHas aptepusi; JIKA — neBast kopoHapHast aprepusi; JIA —
JIETOYHAsT apTEePHUs.
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neHu. ComyTcTBylomue 3abojeBaHMs: KOpAApOH-UHIY-
LIMPOBAHHBIN TUPEOTOKCUKO3, CPEeIHEN CTEIIEHU TSIXKECTH,
MeIMKaMEeHTO3Hasl JeKoMIleHcalus. TUpeoTOKCUIeCKoe
cepale.

B cBs13u ¢ pa3BuTHeM KOpIapoH-MHAYIIMPOBAHHOTO TUPEO-
TOKCUKO32a DOJIbHOI ObllTa pEKOMEHIOBAaHA CIeyIoliasl Tepa-
rvst: Tuamasost 40 Mr/cyt, nBabpanuH 15 Mr/cyT, MeTarposo-
Jla cykuumHar 25 mr/cyt. Kpome Toro, mpoBeneHO 5 ceaHCOB
JieyebHoTO u1azMadepesa.

Ha ¢done momoGpaHHOII Tepanmuu OTMEUYaIUCh YIIydIlle-
HME OOIIEro COCTOSTHMSI, HOPMaJM3allusl ITyJbca, UCUYE3HO-
BEHUE AHTMHO3HBIX IPUCTYNOB U MOBBILIEHUE TOJIEPAHT-
HOCTHU K (pusmueckoii Harpyske. [10 TaHHBIM ITOTOJTHUTENb-
HOTO O0OCI/IeIOBaHUsI BBISIBIIEHA TIOJIOXUTENbHAS AMHAMUKA
pesyabtaToB Ox0KI' (yBenunuenue dpakiimu BbiOpoca 10
52%, yMmeHbllieHre MUTpaibHOil peryprutaimu ¢ IV mo 111
CTETIeHN), a TAKKe U TTOJIOKUTENbHASI TUHAMUKA YPOBHS TOp-
MOHOB TIUTOBUIHOM Xene3sl u TTI (cHuXeHue cBOOOTHOTO
TPUHONTUPOHUHA 10 4,44 TIT/MJI ¥ TIOBBIIIIEHHE CBOOOIHOTO
TUPOKCHHA 10 2,87 MMOJIb/J HA MOMEHT BBITTUCKHU U3 CTallv-
OHapa).

O6cyxaeHne

Bornpochsl 1MarHOCTUKY U JIEYEHUSI BPOXKAEHHBIX TOPOKOB
cepllia ¢ TPAHCMO3ULIMER apTepuil MPOIOIKAIOT OCTABATHCS
aKTYaJIbHBIMU B CBSI3M C TPYOHOCTSIMM TWATHOCTUKU KakK
B paHHUE TepPUONbl XU3HU TAllMeHTa, TaK U BO B3POCIOM
Bo3pacte. K coxaneHuio, B BecbMa OOJBIIOM MPOLEHTE
canyyaeB CBYI' Moxer He NposBAATbCS KIMHUYECKU U
nebrotupoBatb UM mim BHe3anHoW KOPOHAPHOU CMEPTHIO
Ha (oHEe pa3BUTHUS YIPOXAIOIMIMX XKU3HU KEITYTOYKOBBIX
APUTMUIA U BBISIBJISIETCS JIMILb HA 3Tare MaToJoroaHaTOMU-
YeCKOro BCKpbITUs. OTMeuaeTcsl TaKKe KpaiiHe HU3Kasi pac-
TIPOCTPAaHEHHOCTh TaHHOW aHOMAJWU y B3POCIBIX, TaK KakK
6onpmHcTBO neteit ¢ CBYT ymupaooT B paHHeM Bo3pacTe.
Kpome Toro, CBYI umeer «macku» Apyrux 3aboJIeBaHUIA,
TaKUX KaK MUOKApAUT, MOCTMUOKAPAUTUYECKUI Kaparoc-
KJIepo3, AWIaTalluOHHAsT KapANOMUOTIATHS, TIPOJIATIC U/Wn
HepoctatoyHocTh MK, UM (uto moarBepxaaeTcs aHaMHe-
30M namueHTku C.).

B cBsi3u ¢ u3M0XEHHBIM 0CO00 BaxKHOE 3HAYEHUE UMEIOT
METOIbl MUATHOCTUKHU, KOTOPBIE IMO3BOJISIIOT TOYHO BEpU-
dunmpoBars BpoxmeHHBI Topok cepama: KI' m MCKT.
Mmenno KI' nmo3Boauna auarHoctupoBath CBYT y nauueH-
kU C. [To manHbM KI' y 6osibHOI C. ObLI BBISIBJICH MpPaBblii
THUTI KPOBOCHAOXKEHWST MMOKapa C XOPOIIIO PA3BUTHIMU MOIII-
HbeIMU Kosutatepasisimu [TKA. OueBunHO, 3T aHAaTOMUYeCKe
0COOEHHOCTUM KOPOHApHOTO KPOBOOOpalIeHUs MO3BOJIWIA
KOMIIEHCUPOBATh HapyIIEHUs] TEMOIMHAMUKU, OOYCIOBIEH-
Hble aTUTMIHBIM oTXoxneHneM JIKA ot ctBomna JIA, B cBs3u
¢ yeM y 6OJTbHOI1 B Bo3pacTte 25 JIeT OTCYTCTBOBAJIU BhIPAXKEH-
Hble ipu3Haku CH.

B cinyuae ycnemHoi auarHoctuku CBYT manueHTs! 10K~
HBI OBITH He3aMeUINTETHbHO HAIPABJIEHBl B KapIUOXUPYPTIU-
YeCKMii cTalmoHap Ui BBIOOpPA TAaKTUKU XUPYPTMUECKOTO
JIEYeHUSI U TIPOBEACHUST ONepaliii B MUHUMAIbHO BO3MOX-
Hble CPOKM. BBIOOp ONTMMaNbHON TAKTUKU JIEYCHUS] MMeEET
oTpefensionee 3HaUeHe TS OTIAIEHHOTO TIPOTHO3a y 9T
KaTeropuy TalleHTOB.
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KAauHmnueckne HabAoAeHMs

He BbI3bIBaeT HUKAKUX COMHEHU, YTO HAIMYME Y TTAallUeH-
ta CBYT ciykut abCoMOTHBIM ITOKa3aHUEM K paarKaJIbHOMY
METONy JIeUeHWs, M B HACTOsIIee BpeMsl OOIICTIPUHSITON
SIBJISIETCSL XPYprUUecKasl KOPPeKIMs TOopoKa cpasy Iocie
MOCTAaHOBKM OuarHo3a. CyllecTByeT HECKOJbKO BapUaHTOB
XUPYPTUUECKOTO JIEYeHUSI, HO 3a/1aya 9TUX METOIOB OfHA —
co3naHue anekBaTHOW mepdy3un (KpOBOCHAOXEHHE) MUO-
Kapna B OacceiiHe JIKA. Bo3MoxHbI ciiefyroniue BapyuaHThl
XUPYPrUYeCKUX BMEILIATEILCTB [2]:

1) mepeBsizka ycTbsi aHoManbHOU KA mns nukBumanmun
steal-cuHmpoMa (cuHApoMa OOKpambiBaHuUs). Omnepaiuuio
TPOBOISIT TOJIBKO B CJIyYae XOPOIIO Pa3BUTHIX KOJIaTepasieid.
Bcest Harpy3ka oxuTcst Ha HopMasibHylo TTKA;

2) aOpTOKOPOHApPHOE IIYHTUPOBAHME AaHOMAJIBHO OTXOJSI-
mieit JIKA;

3) TpaHcinokauus ycrbs JIKA B aopry. Llenbio 3T0it omne-
pauuu sBiasietTcs nepeHoc yctbsd JIKA Ha enuHol muiolanke
B aOpTYy;

4) co3maHWe BHYTPUJIETOYHOTO TOHHENST (omeparus
Takeuchi);

5) MaMMapOKOPOHAPHbI aHACTOMO3 C aHOMAJIBHO OTXO[sI-
et JIKA.

B cnyuae pa3BuTHsS MUTpPaIbHOU HEJOCTATOYHOCTH (M3-3a
HEIOCTaTOYHOTO KPOBOCHAOGXKEHMS TANMIISPHBIX MBIIIIIT
MK) Takxxe TpoOBOASIT KOPPEKILMIO KJAalaHHOIo IopokKa.
CornacHo maHHBIM JuTepaTyphl [11, 12], BaxHYI0 pojb B
BO3HMKHOBeHNN HenoctatouHoctu MK urpator 2 dakropa:
WIIEMUYECKUI 1 oMOpurosiornyeckuii. B ocHoBe aMOGpuroo-
TMYECKOro KOMIOHEHTA JIeXaT HapyllIeHUs 3aKIaikKu OTAe-
JIOB Cep.lla, KOTOpbIe 3aKJIIOYAIOTCS B Pa3BUTUU <«IOMHU-
HaHTHOCTU» JIZK BelencTBue cMelneHus 3aMHell MeXoKery-
JIOUKOBOM Teperopoaku B mosocTh 12K, yTto mpuBoauT K
yBEJIMYEHUIO (pUOPO3HOro KOoJblia JIEBOTO aTPUOBEHTPUKY-
nsgpHoro kiamnana [13]. Auchyukius MK sBiaseTcsa HeOTb-
emyiemoit yacteio CBYI M B OTCyTCTBHME CBOEBpPEMEHHOM
XMPYPTUIECKOM KOppeKInu NpuBoauT K paszputuio XCH,
4YTO YXYAIIaeT MPOTHO3 M KayecTBO KM3HU MalMEHTOB.
V nereii mepBoro roga XW3HU, BKJIIOYass HOBOPOXKIEH-
HBIX, Olepalueil BbIOOpa SIBISETCS aHHYJIOIUIACTUKA IO
Reed wnm ee Momudpukauuu. Y aereil crapiiero Bo3pacta
MCHOJB3YIOT 1IOBHYIO mactTuky MK ¢ pesekuueit otne-

CgeaeHunsi 06 aBTOpax:

JbHBIX Xopa. [Tpu HE06XOTMMOCTH B MHOTOKOMITOHEHTHO
PEKOHCTPYKIIUK OTiepalneii BIoopa cauTaeTcst 3aMeHa Kia-
naHa MCKYCCTBEHHBIM MpoTe3oM [13].

IlepBas ycnenHas onepaius no nosoay CBYT 6bl1a mpo-
BezieHa 3-MecsiuHOM neBouke B 1968 r. B.W. Meyer u 3akito-
yajach B HAJOXEHHMHU TOIKIIOYMIHO-KOPOHAPHOTO aHACTO-
mo3a [14]. B 1974 r. W.H. Neches 1 coaBT. BriepBbie OCylIeC-
TBUJIM MPSIMYIO UMILIAHTALMIO aHOMaJbHO oTxozasiueit JIKA
B aopty [15].

[To maHHBIM JIUTEpaTYphl, HAMOOJIEE YACTO MPUMEHSIEMBIM
METOJIOM XUPYPIMUYECKOTO JICUCHHUsI SIBJISICTCST TIpsiMasT PerM-
rutantanus yerbs JIKA B aopty [16]. UMeHHO 3TOT BapyaHT
xupyprudeckoir Koppekunu CBYT ObL1 BBIIIOJHEH MallMeHT-
ke C. B coueTaHuu ¢ mpore3upoBaHrneM MK MexaHUYecKUM
npote3oM. Heckonbko MeHee 3¢h(EeKTUBHBI IIYHTUPOBAHUE
JIKA ¢ 1oMol1bI0 BHYTPUTPYIAHBIX apTepUil WJIM COeAMHEHUE
aopthl 1 JIKA ¢ MOMOIIIBIO TYHHEJISI BHYTPU JIETOYHOTO CTBOJIA
(onepanus Takeuchi) [17, 18].

3akAloueHue

Cungpom brnanpma—VYaiita—Ilapnangma — peakoe 3a60-
JIeBaHME, OTHOCSIIEECS K KAaTerOpUM BPOXIEHHBIX IOPO-
KOB Cepilla U XapaKTepusyrouleecss aHOMaJIbHBIM OTXOX-
JIEHUEM JIEeBOII KOPOHAPHOM apTepUu OT JIETOYHOTO CTBOJIA.
TpynHocTu auarHocTMKM cuHapoma branma—Yaiita—
lapnanma y B3pOCIBIX MAUMEHTOB OOYCIOBJIEHBI OTCYTC-
TBUEM CITeHU(GHUIESCKUX MPU3HAKOB 3a00JIeBaHUS 1O TaH-
HBIM 3JIEKTpoKapauorpaduu, sxokapauorpaduu, CIIMHTH-
rpadun Muokapaa. «30J0TbIM CTAaHAAPTOM» AMATHOCTUKU
SIBJISTIOTCSI KOpoHaporpaduss M MyJbTHCIHUPAIbHAS KOM-
MbIOTepHast TOMOTpadusi, KOTOPbIEe MPOBOIITCS MOJIOIBIM
MalMeHTaM MOBOJIbHO DPEAKO BBMAY OTCYTCTBUSI YETKHUX
MMOKAa3aHMil, BOBMOXHOCTHU BBIMOJHEHUsI JaHHBIX METOIUK
[0 IPUYMHE HETOCTYITHOCTHM BO MHOIHMX CTallMOHapax, a
TaKXe JOPOTOBU3HBI UCCIICIOBAHMSI.

YV nauumentku C., 25 ner, nuarHo3 cuHapoma branpa—
Vaiita—Iapnanga Obul Bepu(UIMPOBaH C MOMOIIBIO KOPO-
Haporpaduu, 4TO IO3BOIMIO OKA3aTh CBOEBPEMEHHYIO MEIM-
LIMHCKYIO TIOMOIIb W TIPOBECTH XUPYPTUUECKYIO KOPPEKIIUIO
BPOXIEHHOTO TTOPOKa cepiiia.
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