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CASE REPORT

YcroituuBas KCJIYA0UYKOBAA TaXUKAPAUA Yy NallMCHTA ¢ €AUHCTBCHHbIM

KCJIYAOYKOM cCepaua u d)eOXpOMOHHTOMOﬁ
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DeoXpPOMOLIMTOMA — PeAKast OMYXOAb, PA3BUBAIOLLASICS U3 AAPEHOMEAYAASIPHBIX XPOMAMUHHBIX KAETOK M MPOAYLIUPYIOLLAS OAMH
MAWM HECKOABKO KaTeXOAAMMHOB (aAPEHAAMH, HOPAAPEHAAMH, AOhaMMH), PEAKO — FOPMOHAAbHO HeakTuBHast. LinaHoTuyeckue no-
POKM CepALia TaKXKe SIBASIOTCS OTHOCUTEAbHO PEAKOW NMaTOAOTMEN, U OAHUM M3 HaMboAee PeAKMX UX BAPMAHTOB SIBASIETCS €AWH-
CTBEHHbIM XeAyAouek cepaua. [peAnoAOXMTEABHO, Y MALIMEHTOB C LMAHOTUHECKMMM NOPOKaMM CepPALIA HacTOTa BCTPeYaeMoCTH
(PeOoXPOMOLIMTOM M MaparaHrAMOM MOXET ObITb Bblllle BCAEACTBUE HAAMUMS OMPEAEAEHHbIX FEPMUHATUBHBIX M COMATUHECKMX MY-
Taumni. pu UMaHOTUYECKMUX MOPOKAX CEPALIA Pa3BUTUE 3A0KAUECTBEHHBIX APUTMUI SIBASIETCSI OAHOW M3 HaCTbIX MPUYMH CMEPTY.
KasymncTuueckmn peako coveTaHne HeoXpoMOLIMTOM C EAUHCTBEHHBIM AEBbIM XKEAYAOUKOM CEpALIA: B AUTEPATYpe OMNMUCaHO BCEero
BOCeMb TaKMX CAydaeB. Hamu onucaH yHUKaAbHbIA CAyHait COYeTaHMSi EAMHCTBEHHOTO AEBOTO >KEAYAOUKa CepALla, (heOXPOMOLIN-
TOMbI M YCTOMHYMBOWM KEAYAOUKOBOWM TaXMKAPAMM Y MOAOAOTO NaLieHTa. [pUUMHON XeAyAOUKOBOM TaxMKapAWUM, MO BCEM BUAUMO-
CTH, B AQHHOM CAyYae sIBASIAACb HeaAeKBaTHasi MEAMKAaMEHTO3Hast Tepanust (Ha3HaueHue Bepanamuaa). [poBeaeHne xupypruve-
CKOrO AeYeHUs1 (heOXPOMOLIMTOMBI U HamnpaBAEHKE NalMeHTa Ha KaPAMOXMPYPrUHeckoe AeHeHne CTaAO BO3MOXKHO TOAbKO MOCAE
KOppeKLMHU aHTUTMNEPTEH3UBHOM M aHTUAPUTMUYECKOIN Tepanunu: 3amMeHbl BepanammAaa Ha KOMOMHALMIO AOKCAa303MHA M aMMOAa-
POHa C AOCTUXKEHWUEM CHHYCOBOIO PUTMA M OTHOCUTEABHO YAOBAETBOPUTEABHbIX NOKa3aTeAen AA.

Katouesble choBa: KAMHWHYECKMI CAYYal, (heOXPOMOLINTOMA, EAMHCTBEHHBINA AEBbIFA KEAYAOUEK CEPALIA, KEAYAOYKOBAsI TAXMKaPAMSI.

Sustained ventricular tachycardia in a patient with a single ventricle of the heart

and a pheochromocytoma
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A pheochromocytoma is a rare tumor that develops from adrenomedullary chromaffin cells and produce ones or more catechol-
amines, including adrenaline, norepinephrine, and dopamine. On rare occasions a pheochromocytoma is hormonally inactive.
Cyanotic heart disease is also a relatively rare pathology. One of its least frequently occurring variants is the single ventricle of
the heart. Presumably, in patients with cyanotic heart defects, the occurrence of pheochromocytes and paragangliomas will be
higher due to the presence of certain germinative and somatic mutations. In cyanotic heart defects, the development of malignant
arrythmias is one of the frequent causes of death. A combination of a pheochromocytoma with a single ventricle of the heart is
extremely rare: only eight such cases have been described in the literature. This article describes a young patient with a unique
case of a single ventricle of the heart, pheochromocytoma and sustained ventricular tachycardia. The cause of the ventricular
tachycardia, in all likelihood, was inappropriate medical care — in this case, a prescription for verapamil. The surgical excision of
the pheochromocytoma and the referral of the patient for cardiac surgery became possible only after correcting the antihyperten-
sive and antiarrhythmic therapy. Verapamil was replaced with a combination of doxazosin and amiodarone, resulting in relatively

satisfactory blood pressure readings and sinus rhythm.

Keywords: case report, pheochromocytoma, single ventricle of the heart, ventricular tachycardia.

AKTyaAbHOCTb

Hwanormueckue mopoku cepana (LIT1C) — moarpym-
a BpOXIEHHBIX HAPYILIEHWI HOpMaIbHOM aHATOMUU
cepila, KOTOphIe MPOSIBIISIIOTCSI BCKOPE MOCJIe POXIE-
HMSI IPU3HAKAMU CUCTEMHOM TUITOKCUM U TUIIOKCEMUU,
00YCJI0BIEHHBIMU HAPYLIEHUSIMU BHYTPUCEPAECYHOM Te-
MoOAMHaMUKK. YacToTa BCTpeyaeMOCTH BPOXIEHHBIX I10-
POKOB cepla cpeiy HOBOPOXISHHBIX KOJIEOIETCS OT
7,05 Ha 1000 HOBOPOXIEHHBIX B €BPOTIEMCKOI TTOTTYJIsI-
yu 1o 13,08 Ha 1000 HOBOPOXKIEHHBIX B a3MaTCKOM 1O~
myJssin. Bo B3pociioit oMy iy BpOXXICHHBIE TTOPO-
KM cepilia BcTpevarorcs ¢ yactoroit 4,09 caygas va 1000
yesoBek [1, 2].

®eoxpomorutoma (PX) — omyxosb, pa3BUBaIOIIASI-
csl M3 aIpeHOMEYJUIIPHBIX XpoMahGUHHBIX KJIETOK,
MIPOAYILIUPYIOIIAs OMWH WX HECKOJIBKO KaTeX0JIaMIHOB
(ampeHanwH, HOpaapeHaNINH, To(haMUH), PeIKO — TOp-
MoHaIbHO-HeakTuBHad [3]. YacTora Bctpewaemoctt PX
y ITAIIMEeHTOB C apTepHaTbHON TUTICPTOHNCH WIIN WHIIM -
JIEHTAJIOMaMM HAIIIOYETYHNKA COCTABIISICT COOTBETCTBEH-
Ho 0,1 1 4% [4]. Bctpeyaemocts DX B 0011I€i#1 TOMYIIsI-
1y oleHnBaeTcs Kak 1 cirydaii Ha 100 000 gemoBeK B rof
un MeHee [5—6].

Cpenu LITC ogHuM n3 HanboJiee peaIKnuX SIBISIeTCS
eIMHCTBEHHBIN Xeaymouek cepaiia. ITo maruemm L. Coats
M COaBT., ONyOIMKOBaHHBIM B 2015 T., yacToTa BCTpeya-
€MOCTH 3TOr0 IopoKa B BennkoGputaHuu cocTaBisieT 16
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Ha 100 000 HoBopoxaeHHBIX, 2 Ha 100 000 B3pocabIx [7].
E1e 6osee peako ero couetanue ¢ heoXxpoMOIIUTOMONM:
B JIUTEpaType OMUCAHO BCETO 8 TaKMX ciryvaeB [8§—14].

HuTtepecHo, uto 70—80% manmeHToB ¢ (heoXpoMo-
muToMamu 1 naparanriromamu (I, mpon3BogHbIE BHE-
HaAIIOYCYHNKOBBIX XpoMaDUHHBIX KJIETOK HEPBHO-
ro rpedHs) UMEIOT OIpeae/ieHHOe coueTaHue Crielupu-
YECKMX TepPMUHATUBHBIX U COMAaTUYECKUX MyTaluii. [1o
nmanHbeIM Cancer Genome Atlas (TCGA), BoBieueHHbIE
B 3TW KOMIUIEKCHI MyTalldii TeHbI pa3aeIeHbl Ha TPU Kila-
cTepa: TpYIIy INCeBIOTUIIOKCUH (BKITIovaronnyo SDHA,
SDHB, SDHC, SDHD, SDHAF2, VHL n HIF2a); rpy1-
ny Wnt-curHanbHoro iyt (CSDET v MAML3); rpynity
KWHA3HBIX CUTHANIBHBIX TIyTeit (RET, NFI1, TMEM127,
MAX, HRAS). MyTtaiium B reHax ICeBIOTMITOKCUYECKOM
TPYIIIBL OBLUTA aCCOIMMPOBAHBI C HAPYIIEHUEM PETyJIs-
1y pakropa, nHayurpyemoro runokcueit (HIF) — kuc-
JIOPOA3aBUCUMOTO (haKTOpa, BOBJICYCHHOTO B KJIETOU-
HBI ¥ TKAaHEBO# OTBET Ha TUTIOKCUIO (3aKITI0YAIOIINIICS
B HEOAHTUOTeHe3e, MOIYJISILIMM aIlloNTo3a, MpoJinde-
PaTUBHBIX pPeaKIUii, ”3AMEHEHUN YPOBHS MeTab0IM3Ma
KJeTkn) [15].

OTHU TeHEeTUIECKUE TaHHBIE TTO3BOJISIOT ITI0-HOBOMY
B3IVISTHYTh Ha MHOTYE KJIACCUYECKME PaOOThI, ITOCBSIIEH-
HbIC TKAHEBBIM U KJIETOUHBIM U3MEHEHUSIM B YCIOBUSX
HWCTUHHOM runokcuu. Tak, HampyuMep, U3BECTHO, UTO IJI0-
MYCHBIE KJICTKM KapOTUIHOTO CMHYCa YYBCTBUTEIbHBI K
KOHIICHTpALIMX KMCJIOPOoJa B KPOBH, KaK U XpoMadPuH-
HbIC KJIETKM HAATIOYSCYHUKOB B IIOCTHATAILHBIN TIEPHOL.
Bosnee Toro, xpoHndyecKasi TMITIOKCEMUST IPUBOIUT K TH-
MepIria3ui KapoTUIHOTO CHHYCa, a Y JIIo[ei, IIpoXKuBa-
IOLIMX B BRICOKOTOpKE, pucK passutus ©X u [T BeIile,
yeM y xkxuteieid pasHuH [16]. Takxke B kitetkax @X u I1T7
HapyIIeHO CTPOCHUE MUTOXOHIPUiT (OCHOBHBIX OpTaHEe LT
KJIETOYHOTO JIBIXaHWs), a B OMHOM U3 paboT ObLI ONMCaH
cnyyaii perpeccuu I1I' mocie 1ocTHKeHUSI peMUCCUU XPO-
Hu4eckoii runokcuu. [louru 25% (5/21) mauyeHTOB ¢ Au-
arHoCTMpOBaHHOU B YHuBepcuteTe I>)koHa XOIKMHCaA C
1901 o 1962 r. ®X umenu LI1C, Takxke OIMyoIMKOBAHBI
HECKOJIbKO CJTyJaeB COUeTaHMS TUX IaTtojioruii. bosee
TOTO, 10 JAHHBIM AyTOIICMM, YaCTOTa BCTPEUACMOCTH
BPOXIEHHBIX IIOPOKOB Cep/ILia MpU NepuepudecKrx omy-
XOJISIX M3 IIPOM3BOIHBIX HEPBHOTO IPEOHS 3HAYMMO BBIIIIE,
4yeM B cpeaHeM B nonynsauni [16].

COOTBETCTBEHHO IPEIIOIaracTcsl, YTo y IMallueHTOB
¢ LIITC nmoseimeHa yacrora Berpedaemoctt @X u T [16].

HecMmoTpst Ha Ka3yHCTUYECKM PEIKOe COUSTaHUE CH-
HuX nopokoB cepaua u X, A. Opotowsky 1 coaBT. B
2015 1. yoanoch MpOBECTH UCCIIeJOBaHNE, MTOKa3aBIlee,
yT0 yacrora BcTpeyaeMoctt @X u [Ty manmeHTOB, ro-
cnTanu3upyeMbix B ¢Bs3u ¢ LIT1C, 3HaunTeIbHO BHIIIE,
YeM Yy OCTaJIbHBIX MAllMEHTOB, TIPUYEM 3Ta pasHMIIA He
3aBuUCea OT APYTUX U3BECTHBIX (haKTOPOB prcKa pa3Bu-
TUS OTyXoJieit n3 xpoMaP@PUHHBIX KIETOK (MCCIenoBa-
HHE MPOBEICHO PETPOCIIEKTUBHO HA OCHOBAHUM aMepH-
KaHCKoI 6a3bl maHHbIX Nationwide Inpatient Sample,
BKJTIOYABIIEH 1MouTH 17 Thic. caydaeB) [17].
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PetpocnektuBHOe uccnenosanue R. George u co-
aBT. [18] TakxKe TTpOIeMOHCTPUPOBAJIO 3HAYMMO OoJjee
BBICOKYIO YaCTOTY BCTPEYAEMOCTH ITOPOKOB Pa3BUTHUS
cepilla y MalMeHTOB ¢ HelipobjacToMaMHu IO CpaBHe-
HUIO C TAKOBOM y IAllMEeHTOB ¢ jeiikemueit (20 u 3,6%
COOTBETCTBeHHO). TeM He MeHee JoKa3aTeJbHas1 6a3a
B3aMMOCBSI3M XPOHUYECKOI ruImoKcuu v pa3sutus ®X
u I1I" ocraeTcsd HepocTaToOuHOM. B nmocnenHue roabl Bbl-
KMBaeMOCTh MaLMeHTOB ¢ BpoxxneHHbIMU LITTC yBean-
YUBaAETCS W, Ojaromapsi 3TOMY, MOTYT OBITh MOJIy4EeHBI
JaHHbBIC, TTO3BOJISIIONIYE TIOATBEPANTD WJIM OIIPOBEPTHYThH
HaJIM4YKre ONMCaHHBIX 3aKOHOMepHOocTel [16].

B n1utepatype onmcaHO 1OCTaTOYHO MHOTO CTyJacB
xkenymoukoBoil Taxukapauu (KT) y maumueHToB ¢ OX
[19-25]. G. Stenstrom u coaBT. B 1988 r. onucanu 31 ma-
uueHTa ¢ OX: cpennuit uatepsan QT B naHHOI BEIOOP-
Ke OBLJT HOpMaJIbHBIM Ha MOMEHT ITOCTAHOBKH THAaTrHO3a
(440%40 Mc), HECKOJIBKO YKOpauMBaJcs MocJie Ha3Haue-
Hus peHokcnobeHzamuHa (430120 Mc) U1 cHUXKaNCa o0
410%20 Mc nocie xupyprudeckoro jedeHus. [Tpu atom
y 35% nanueHTOB Ha MOMEHT ITOCTaHOBKY auarHo3a QTc
6b11 OoJb1Ie 440 Mc, a TOCIeONePAlIMOHHO 3TH SIBJICHUS
COXPAaHWJIUCH JIUIIL Y ABYX MaieHToB [25]. [To naHHBIM
IPYTHX aBTOPOB, yBennueHue nHtepBaia QT BcTpevyaet-
cay 35% nauueHtoB ¢ PX, ogHaKO K (OPMUPOBAHUIO
JKEJTYIOYKOBBIX HAPYIIICHUI pUTMa 3TO IIPUBOIUT B €M~
HUYHBIX cydasx [26].

ITpu LITT1C pa3ButHe 310KaueCTBEHHBIX apUTMUIA SB-
JISIETCSI OMHOM M3 YACThIX MIPUYMH CMEPTH. B OoJbiiom
MYJIBTULIEHTPOBOM MCCIICIOBAaHMY ITAIIMEHTOB C Pa3Ind-
HBIMU (DOpMaMU BPOXKIECHHBIX TOPOKOB Ceplia MIpUYr-
Hoi 14% neTanbHBIX KUCXOAOB CTAJIM UMEHHO apUTMUU,
B MOJABJISIONIEM OOJBITNHCTBE CayYaeB — (PUOPUILIIS -
1S XKeTyIouKkoB [27].

B 10 e BpeMst cMepTHOCTb MAIIMEHTOB, IEPEHECIINX
onepaunio MoHTeHa (popMUpOBaHME TOTAIHHOIO KaBa-
MYyJIbMOHAJIBHOTO COeINHEHMs ), INIIb B 9,2% ciaydaes
00ycJIOBJIeHA BHE3aITHOM CepAeYHOM CMePThIO (B YacT-
HOCTH, KEJIyTOUYKOBBIMU apUTMUSIMU ). DTOT ITOKa3aTesIb
3HAYUTEJIBbHO YCTYMHAeT JIETATbHOCTHU ITOCJIe CAMOM OITe-
pauuu @oHteHa (68%) 1 COMMOCTABUM CO CMEPTHOCTHIO
OT XpOHMYECKOI cepmeyHoil HemoctarouHocTu (XCH)
(6,6%) 1 TpomGoaM6bouMii (7,2%) [28]. DmmeMuoI0ru-
YeCKUX JTAHHBIX O YaCTOTe MOHOMOPMHBIX KEITYI0IKO-
BBIX TaXMKapAWi Y MAIIUEHTOB C €AMHCTBEHHBIM JICBBIM
JKEJTyIOYKOM Ceplilia HaM He YIaJloCh HalTH.

ITosTOMy OmnucaHHBIN B JTaHHOI CTaThbe MallMEHT
MPEACTaBIISIeT OCOOCHHBIN MHTEPEC B CBSI3U C PEAKOCTHIO
COYCTaHMS UMEIOIITUXCS Y HeTo TaTojioruii. OT Beex mpe-
IBIAYIIAX OIyOJIMKOBAHHBIX B JIMTEpaType MallMeHTOB
OIMCBHIBAEMBIN CITydail OTJIMYACTCS HATUIMEM PEII -
BUPYIOIIEH XXETYTOYKOBOU TaXUKAPIUN.

Onucanue cayyas

IManuent ., 21 roga, poouBIIUACS U MPOXKUBA-
IOIIIMIA B TOPHBIX pallOHaX CEBEPO-BOCTOYHOM 4acTH
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Kaska3sa, 6611 rocnutanusuposad 8 ®I'BY HMUILI
sHAoKpuHosorun M3 P® nj1g yrouyHeHUsS TOPMO-
HaJIbHOIM aKTUBHOCTH MHIIUICHTAJIOMBI IIPaBOTO Ha-
MmovyeyHuKa (BBISIBICHHOM Mo maHHBIM Y3U nipu ciy-
YaiiHOM 00CJIeIOBaHMU IO MECTY XKHUTEJIbCTBa). [1pu
MTOCTYILJICHUM TIPEIbSIBIISLI XKaJIOOBI HA OABIIIKY, TOJIO-
BOKpPY:XKCHME, IMMOBBIIICHNE apTePHUAILHOTO JaBJICHUS
(AO) mo 170/100 MM pT.CT., yyallleHHOE cepaleoue-
Hue. I3 aHaMHe3a U3BECTHO, YTO BCKOpE IOCTIe POXK-
JeHUs y TTallMeHTA BISIBICH BPOXICHHBIN TTOPOK CepI-
11a — IBYIIPUTOYHBIN €ATMHCTBEHHBI aHATOMUYECKU JIe-
BBII XKeNynoueK, KOMOMHUPOBAHHBIN CTEHO3 JISTOUHOM
apTepuu, 100aBOYHasI BEpXHsS MoJasl BeHa, IPeHUPY-
IoIasicsl B KOPOHAPHBIM CUHYC, a0PTOJICTOUHBIEC KOJIJIa-
Tepaju OT HUCXOISIIEH aOpThl K 000MM JIeTKUM. B B03-
pacTe OIHOIO roja MalueHTy ObLT HAJIOXKEH IBYHAIIPaB-
JIEHHBIN KaBanyJbMOHaJbHBIA aHacToMO3. B 2016 .
ObLTa peKoMeHa0BaHa onepaius Ponrena (popmupo-
BaHME aHACTOMO3a MEXIY HUKHEN I10JI01 BEHOM U Jie-
rOYHbIMU apTepusiMu). B 2017 1. mpu mOATOTOBKE K XM-
PYPTUYECKOMY JICUCHUIO TIOPOKA cepilia ObLIO BHISIB-
JIeHo 6eccumiTomHoe noBbeieHue AJl 1o 220/110 mm
pt.cT., nipu Y3U obHapykeHO 00beMHOE 00pa3oBaHUE
MIPaBoOro HaAmo4YeyHnkKa 46X 36 MM ¢ YeTKMMH KOHTYypa-
MHU. YPOBEHb KOPTU30Jia KpoBU — 464,2 HMOJIb/JT; Hajlb-
Heuumx odcieagoBaHuii He nipoBoauiock. [Ipu xonre-
poBckoM MoHuTOopupoBaHuu DKI ObIIM 3aperucTpu-
pPOBaHBI MUTPALIMSI BOTUTENIS PUTMA T10 MIPEICEePaUsIM,
MPOOEKKHU CYIMPABECHTPUKYISIPHOM TaXUKAPAUU, SITU30-
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Ibl NINOBEHTPUKYIsspHOro putMma ¢ YCC 60—70 B MuH,
B CBSI3U C YE€M HAIIpaBJIeH Ha CTallMOHApHOE 00CIen0-
Banue B ®I'BY HMMULI sugokpunHonorun M3 P®. 3a
2 HeJl 10 FOCIUTAIU3alUY C LIEeJIbl0 YTOUHEHMS TOPMO-
HaJbHOI aKTUBHOCTU 00BEMHOTO 00pa30BaHUS Hal-
MoYevYHUKa Tepanus 0eTa-01oKaTopaMu OblIa OTMEHE -
Ha. Ha MoMeHT rocriuranusanuu mnojydyan BepanaMmui
240 Mr B cyTKHU, 10Kca303uH (0,2 MT' B CYTKHM, KOHTPOJIb
AJl ocylIeCTBIISI HEPETYJISIPHO.

Pe3yabTaTsl pusnkaibHOro, J1a00PATOPHOTO
U HHCTPYMEHTAJILHOTO HCCJIEIOBAHNSA

ITpu noctymienuu Ha DKI' peructpuponanach xe-
JymouykoBas Taxukapaus (puc.1), KoTopasi COmpoBOXaa-
JIach apTepuaibHOi runotonueit no 90/70 MM pT.cT.

Taxukapaus mIuaach OT HECKOJBKUX MUHYT JIO
1 yaca, KynupoBaJlach CIIOHTaHHO, HO PEeLUANBUAPOBA-
Ja. J11s1 KOHTpoJIst puTMa O0JIbHOMY ObLT OTMEHEH Bepa-
MMaMWJI, TIepOPaIbHO Ha3HAYeHbl aMUOIAPOH B HACHIIIIA-
rouux go3ax (200 mr 2 pa3a B 1eHb), OeTa-aapeHobI0Ka-
TOpBI (METOIpoJioa CyKIMHAT 12,5 Mr 2 pas3a B IeHb C
MOCJEeAYIOUIMM yBeJIUudeHreM 10 25 Mr 2 pa3a B JIeHb),
MPOIOJIKeHa Tepamus ajibda-aapeHo0I0KaTopaMu (IOK-
ca303uH 6 Mr 2 pa3a B cyT). B TeueHue 2 cyT ynaaoch 10-
CTUYb YCTOMYUBOTO CUHYCOBOTO pUTMa. B To e Bpems
paszBuiiock nosbimeHue A 1o 200/100 MM pT.cT., B CBSI-
31 C YeM K Teparnuu Obuta 100aBjieHa IMPOJIOHTMPOBaH-
Has popma HubenunuHa 30 MTr Ha HOYb, MATI® (aHaNa-
Mpua 5 Mr 2 pa3a B ieHb).

5 um/un

Wi

[

WWWW’W

SANAAAANAN A

Puc. 1. DaekTpokapaMorpamma npu nocTynaeHuu. Pernctpupyercs MoHomopdhHas )KeAyAOUKOBasi TaXMKapAusl.
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Puc. 2. AanHble 3xoKkapanorpacum.

a — KOpoTKasi mapacTepHalbHasi MO3UIIMS Ha YPOBHE MUTPAIBHOTO KJIaraHa; 6 — BepXylIeyHast 4-x KaMepHasd NMOo3Uulus, AMacToJia; B — BEpXylIeYHasd 4-x KaMepHas

TIO3U1IMs, CUCTOJIA.

Kinunuko-1a00paTopHoe 00c/Ie10BaHue:

ITpu DxoKT (puc. 2) otmMeyanack MUTpaIbHAs U TPU-
kycnuaanbHas peryprutaius [I1—II1 crenenu, pyHkm-
OHUpYIOIIee OBAJIbHOE OKHO TUaMeTpOM 4—5 MM, eH-
CTBEHHBI IBYITPUTOYHBIN JIEBBIN XKeIynouekK, hpakiuus
BBIOpOCA JIEBOTO Xerynouka — 75%.

ITpu KoMmbIOTEpHOI TOMOTpad U BBISIBICHO 00pa-
30BaHUE MTPaBOro HAMOYEYHUKA C YETKUMU U POBHBIMU
KOHTypaMu, padMepoM 39%37x43 MM, HaTUBHas TJIOT-
HocTh — 44 HU.

B cyTouHoIt MOYe 3aperucTpupoBaHO U30JIUPOBAH-
HO€ TTOBBIIIEHe HOpMeTaHePUHOB 10 15 367 MKT/CyT
(HopMa 35—445). JIabopaTOpHBIX TaHHBIX, TTO3BOJISIO-
IIUX OPEATNOI0XUTh TUTIIEPaTbIECTOPOHU3M U TUTIEPKOP-
TUIA3M, HE MOJTyYEHO.

Juddepennmanbabiii [Marao3

Jna uckmouenns MOH-cunapoma rposenaeHo Y3U
IIIMTOBUIHOW U OKOJIOIIMTOBUIHBIX XKeJie3, JOMOJHU-
TEJBHBIX 00pa30BaHUI HE BBISIBJICHO, TaKXKe OBLIM HC-
KJTI0YeHBI (DYHKIIMOHAJIBHBIC HApYIICHMS IITUTOBUIHOMN
XKeJne3bl. TakM o6pa3oM, ObuTa quarHoctrupoBaHa PX.

Jleuenne

HaszHaueH 10Kca303uH B HAYaJIbHOM 03¢ 6 MT B CYT,
PEKOMEHIOBaHO OIepaTUBHOE JIeYeHNE B 00beMe Ipa-
BOCTOPOHHEN apeHaTI2KTOMUM.

YuuTtbiBasg 4acTo pelAMBUPYIOIIYIO XKeTYI0YKOBYIO
TaxUKapAMIo, CEPACYHYIO HEIOCTATOYHOCTD, MALIMEHTY
ObLI1a TpoIoJKeHa Teparnust amuoaapoHoM (400 Mr B cyT)
u MeTonposiojioM (50 Mr B ¢yT). JI1st TOCTHXKEHUS ONITU-
MaJIbHBIX TIoKa3ateeid Al ObLIM Ha3HAYEeHbI SHAJIATIPIUIT
10 Mr B cyT, HUGeaunuH 30 MT B CyT.

HUcxon n pe3yabTaThl NOCJACAYIOLIETO HaO0oIeHns

CnycTs 5 Mec nalueHT ObLJT BHOBb TOCHUTAJIM3UPO-
BaH B ®I'BY HMMUII sunokpuHonornu M3 P®. HazHa-
YeHHOH paHee Tepaluy MAMeHT IPUICPKUBAJICS, 3a
IpolIeAlIee BpeMs 103a J0KCa3031Ha OblIa yBeJIMIeHa
1o 16 mr B cyT. Ha aTOM (hoHe mocTUranuch mokasaTeian
AJl B mpenenax 110—170/70—100 mMm prt.cT. Ha cepusix

OKIT peructpupoBanack cuHycoBas Taxukapaus ¢ YCC
90—100/mMuH, Xa00 Ha HApyIICHUs pUTMa cepama Ia-
OUEHT HE MPEIbsSIBIIsUI, CHHKOMAIBHBIX W IIPEICUHKO-
THaIBHBIX COCTOSTHHI HEe OTMEUal.

Ha momeHT roctimranmu3amuu cuMirroMbl XCH BBI-
paXkeHBl YMEPEHHO, Ha YPOBHE 2-TO (DYHKIIMOHAJIEHOTO
xiacca no NYHA. 1o manHbIM XOJITEpOBCKOTO MOHM-
topupoBanusa DKI', XelrymoYKOBBIX HAPYIICHUI prUTMa
He ObLIO.

YUuTEIBas IIepCUCTHUPYIONIEE TTOBEIIIICHIE YPOBHS
Kaus B KpoBH (10 5,8 MMOJIb/JI) M KpeaTHHUHA (IO
123 mxmonb/i1, pCK® mo CKD-EPI — 72 mu/mun/1,73 M?),
nAII® op otMeHeHE!L. B ¢Bs13u ¢ Beicokoit HCC mo-
ko051 (90—100/mMuH) ObLIa yBeIMUYEHA 1032 METOTIPOJIOA
cykumHara 10 50 Mr B cyT. biiokaTtop KaibIieBbIX KaHa-
JIOB (HU(peaunrH) ObLI OTMEHEH B CBSI3U C ONTHUMAaJb-
HbIM KOoHTpoJieM AJl Ha ¢oHe Tepanuu anbda- u deta-
anpeHobI0KaTopamu. Tepammst aMruogapoHOM ObLIa IIpo-
IIOJDKEHA.

B ycnosusix ornena xupypruu ®I'by HMUII sH-
nokpuHonornu M3 P® manmeHTy Oblyia BRITIOTHEHA JIa-
TapoCKOIMYecKast ITPaBOCTOPOHHSISI aIpECHAIIKTOMUSI.
[MoaydeHHBII TUCTOIOTUYCCKHAIT MaTeprall COOTBET-
CTBOBAJI (heOXPOMOIIUTOME ATbBEOJISIPHOTO TUIIA THCTO-
JIOTUYECKOTO CTPOCHMSI ¢ (hMOPO3HOI AeTeHepanyeil B
neHTpe. [locieonepatMOHHBIN ITepUOI IIpoTeKaa 6e3
0COOEHHOCTEH, peHIMINBOB XEIYIOUYKOBO TaXUKaPINI
HEe 0TMeJaIoch, AJl KOHTPOJIMPOBAJIOCH ONITUMAJIBHO.
IManueHnT 61 BEIMMCcaH Ha 10-e CyTKM TTOCie oIepa-
THBHOTO BMEIIIATEeILCTBA W HATIPABIICH K KapIUOXUPYP-
raM IJIs IPOBEICHUSI XUPYPIUICCKOTO JICUCHUS TIOPO-
Ka ceplia.

OO0cyxaenune

HecmoTps Ha KpaiiHe penkoe couetanne X 11 Bpoxk-
JIEHHBIX TTOPOKOB Cepilia, TaKWe CIIy4al MOTYT BCTpe-
TUTBCS B KIIMHUUYECKOM MPaKTUKE KapauoJora, SHIOKPH-
HOJIOTa 1 XHpypra.

JleyeHure TakMx NalMEHTOB TpeOYyeT 0COOEHHO BHU-
MaTeIbHOTO ITOOX01a, TTOCKOJIBKY HEKOTOPEIE TIperna-
paTel, pyTMHHO Ha3HavyaeMble TP OIHOM ITaTOJIOTUH,
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MOTYT OBITH IPOTUBOMOKA3aHbI IPU HAJTUYMU COMYT-
CTBYIOIIMX 3a00/ieBaHU. BepossTHO, MMEHHO Ha3Haue-
HHE TMAlMEHTY BepalaMuiia B OIMChIBaeMOM ciiydae (C
eIMHCTBEHHBIM XenymoukoM cepana, XCH u ®X) Ha
¢oHe MOpGOJTOrMYeCKUX U3MEHEHUIT MUOKapaa 1 OT-
MEHBI OeTa-agpeHO00I0KATOPOB MIPUBEIIO K Pa3BUTHIO Y
Hero ycroitunBoit 2KT. B nutepatype yxe ObLIU onuca-
Hbl ciydyar KT, ”THUIMMPOBAaHHBIX HA3HAYEHUEM Bepa-
rmammia [29]. ITocie oTMeHBI BepanaMuiia 1 Ha3HaYCHUS
OoNBIINX 103 anb(da-, 6eTa-aapeHo0I0KaTOPOB U aMHO-
JapoHa yaaJIoCh TOCTUYb HOPMAaIU3AIIUM PUTMA Ceplia,
YTO MO3BOJIJIO IIPOBECTU XUpyprudeckoe seyeHue OX
Y TUIAHUPOBATh JaIbHEHIITNE STAIbI JICYCHUS BPOKICH-
HOTO ITOpOKa cepia.

Bosmoxno, ymmuHenne natepsaia QT mpu X (Ha
(poHe BHICOKMX KOHIIEHTpALIMi KaTeX0JIaMUHOB B KPOBH)
B HEKOTOPBIX CIIyYasXx MOXKET OBITh PACIIEHEHO KaK Mpo-
sIBIICHUEe cCUHIpoMa yaauHeHHoro QT mepBoro tuma —
COCTOSIHUS, CBS3aHHOTO C OJHOBPEMEHHBIM HAJIMYKUEM
JIBYX TIOIYJISILIUI KaJMeBBIX KAHAJIOB B MUOKapE — AMC-
(bYHKIIMOHAJBHBIX U UHTAKTHBIX. DTOT TUII CUHAPOMA
XapaKTepu3yeTcs MapagoKCcaIbHbBIM OTBETOM Ha BBEIE-
Hue KaTexollaMuHoB — QT ynnuHseTcs Oojiee yeM Ha
30 Mc, Torga Kak y 3M0pOBBIX JIIOAEH MpU MOBBIILICHUN
KOHIICHTpallM1 KaTexojJlaMruHOB B KpoBu — QT ykopa-
yuBaercs [30, 31].

Taxxe HE0OXOIUMO OTMETUTh, YTO, TIOMUMO Bepa-
namMmuia, Bkian B pazputue KT Morim BHECTH Kak ciia-
0OCTb CUHYCOBOTO y371a, TaK 1 OTMEHa 0eTa-010KaTopoB
y nauueHTa ¢ ®X.

CpouHoe xupypruueckoe jedeHue KT y 6oiabHOrO0 ¢
LI1C n ®X, Ha Ha1 B3rJIsA, ObLTO HeonpaBaaHHo. Ero
CJIeI0BAaJI0 pacCMaTpuBaTh Mpu Hed(GHEKTUBHOCTH aH-
THAPUTMUIECKON Tepalliy IOCie HOpMaIM3allii YPOBHS

CASE REPORT

KarexoraMuHOB. UMILTaHTaIIMs KapauoBepTepa-aedu-
OpwLIATOpa He ObLTa PEKOMEHIIOBAaHA B CHIIY BEPOSITHOM
obpatumocty puunHbl KT. YacToTa XKu3HEyrpoxaro-
LIMX HapyIlIeHWi puTMa cepaa y nauueHTos ¢ ®X ocra-
€TCSl HEOTIPEIEIEHHOM, YTO TpeOyeT NPOBEAECHUS Aajb-
HEUIINX UCCIIETOBAHUN.

3akAl0ueHue

JlaHHBIN KITMHUYECKUN CIydaii oTpaxaeT CJI0XKHYIO
KOMOMHAIIMIO MOTeHIIMAIbHO XU3HEYTpoXKalolux 3a00-
JIEBaHUU: eAUMHCTBEHHOTIO JIEBOTO XeJydoyKa cepala u
®X y Mononoro nanyeHnra. HazHaueHue Hequruaponm-
PUIMHOBOro KajabliMeBOro OJiokatopa (BepamamMusa)
MPUBEJIO K PAa3BUTUIO PELIUIUBUPYIOLIEN YCTOUUMBON
XKT. Xupyprudyeckoe jgedenne ®X u HampaBieHUE T1a-
LIMEHTa Ha KapaAUOXUPYPIUUECcKoe JIeYeHUE CTaan BO3-
MOXHBI TOJIbKO ITOCJIe KOPPEKIIUU aHTUTUITEPTEH3UBHOMN
U aHTUAPUTMUYECKOI Tepaliu: 3aMeHbI BepanaMuiia Ha
KOMOWHAIIMIO TOKCAa303MHA U aMMOJIapOHa C JTOCTHXEe-
HUEM CHUHYCOBOTO PUTMa M OTHOCUTEIbHO YIOBJIETBO-
pUTENbHBIX MoKa3aTeneit AJl.

AonoAHuTeAbHast uHGopmaums

Hcrounuk ¢unancupoBanusi. CTaTbsl MOATOTOBJICHA HA JIMYHBIE CPEI-
CTBa aBTOPCKOT'O KOJUIEKTUBA.

Cornacue mamuenta. [lanmeHT 106pOBOILHO MOANMCAT HHOOPMUPO-
BaHHOE COTJIacHe Ha MyOIMKALINIO TIEPCOHATTbHONM MEIUIIMHCKON UH-
dopmanuu B obeznmmueHHo# hopme B xkypHaie «[1pobiemMbl SHIOKPH-
HOJIOTUW».

Kon¢mKT uHTEpecoB. ABTOPHI I€KJIApUPYIOT OTCYTCTBUE SIBHBIX U MO~
TEHLMATBbHBIX KOH(MOINKTOB MHTEPECOB, CBA3AHHBIX C MyOIMKaluen
HACTOSIIIEH CTaThU.

VYyacTie aBTOPOB: Bce aBTOPBI BHECIM 3HAYMMBII BKJIAM B TIOATOTOBKY
CTaTbU, MPOWIN U ON0OPIIIN (GUHATIBHYIO BEPCHIO ITepe IMyOIuKaIeii.
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