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Univentricular heart. Clinical case
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EOVHCTBEHHbIN XeNyao4yek cepaua B HACTOSLLEE BPEMS OTHOCUTCS K PeAKO BCTPEYaOLWMMCSA BPOXOEHHBIM NOpoKam
cepauay geten. Taxesnble reMoanHaMUYeCKMe HapyLLEeHMs C NepBbIX YaCOB XM3HW pebeHka BeayT K XPOHMYEeCKOMY MMMnoK-
CUYECKOMY COCTOSIHUIO BCEX OPraHoB 1 TKaHe, K NpOorpeccupyioLLlen cepaeyHoi HegoctaTto4yHocTu. bea cepun nannnaTtume-
HbIX ONepaTVBHbIX BMELlaTeNbCTB B NePBbI oA, XM3HW nornbaet no 67 % petei, k 10 rogam — 90 %. BbinonHeHne xmpypri-
4YeCcKOoM KOPPEKLMM BPOXAEHHOIO NOpoKa cepaLa n GopMmMpoBaHne TOTalbHOMrO KaBanyibMOHaIbHOrO COEAMHEHUS Y AeTeNn
paHHero Bo3pacTa He Bcerga no3BoJsioT M3bexaTb BO3SHUKHOBEHUS TSXesblX 9KCTpakapAnanbHbIX NocieonepauyioHHbIX
OCNOXHEHWNA.

Knto4yeBbie ciioBa: eAnHCTBEHHbIVI XeslyAo4Yek cepaua, 4eTv, KITMHUYECKUI crydan

Univentricular heart currently belongs to rare congenital heart issues affecting children. Severe hemodynamic disorders
starting from the very first hours of a child’s life lead to a chronic hypoxic condition involving all of the child’s organs and
tissues, progressive heart failure. Without a series of palliative surgical interventions, up to 67 % of children fail to survive in
the first year of life, while 90 % of them die by the age of 10. Surgical correction of the congenital heart disease and the for-
mation of a total cavopulmonary junction in young children does not always allow avoiding severe extracardial postoperative
complications.

Keywords: univentricular heart, children, clinical case

Ans untnpoBaHusa: beapogHosa C. M., Kyaneuosa L. T., ApenaT. I., OpyeHko M. C. EAMHCTBEHHbIN Xenyao4ek ceph-
ua. KnuHunyeckuin cnyyan. MeavumHckuii BectHuk CeBepHoro KaBka3a. 2024;19(4):340-342.
DOI - https://doi.org/10.14300/mnnc.2024.19076

For citation: Bezrodnova S. M., Kuznetsova I. G., Drepa T. G., Yurchenko M. S. Univentricular heart. Clinical case.
Medical News of North Caucasus. 2024;19(4):340-342. DOI - https://doi.org/10.14300/mnnc.2024.19076 (In Russ.)

OAl - OTKpbITbIV apTepuanbHbIli NPOTOK
MKMA - nonHbI KaBanynbMOHaIbHbIN aHAacTOMO3

BMNC - BpOXAEHHbI NOpPOK cepaua

OKIMA - aByHanpaBneHHbIW KaBany/bMOHaIbHbI @HAaCTOMO3
EXXC - eauHblli xenyaouek cepaua CCC - cepaevHo-cocyaucras cucrtema

KMA - kaBanysbMOHasbHbI aHAacTOMO3 Y3 - ynbTpa3ByKOBOe MCCneaoBaHue

nA — neroyHasa aprtepus DK - dyHKUMOHaNbHbIN Knacc

MHO - mexayHapoaHOe HOpManu3npoBaHHOE OTHOLIEHWe XCH - XpoHwnyeckasa cepaedHass He4OCTaTOYHOCTb
MCKT - MynbTMCnupanbHas KoOMNbloTePHas ToMmorpadus OKI - snekTpokapauorpadus

OAK - obwuii aHanns Kposu OxoKr- axokapauorpadus

OAM - 06WKn aHann3 Mo4n

9TO BPOXAEHHbIA MOPOK LUAHOTUYHOrOo TUNa.

B 6onbimnHcTBE cny4aes (83 %) EXXC mopdono-
r’M4YeCcKu U CTPYKTYPHO NpeAcTaB/ieH OAHUM U3 XeJly-
AOYKOB ceppua, Toraa Kak Apyrow unm oTcyTcTByerT,
UM BbIMSAUT Kak HebGonbluas pyauMeHTapHasa Ka-
Mmepa. B eanHon kamepe XenyaodykoB npoucxoauTt
CMellueHne BEeHO3HOW KpOoBU, NocTynaiowien us npa-

EAMHcTBeHthﬁ xenypouek cepgua (EXC) -
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BOro npeacepaus u OKCUreHe3npoBaHHOW KPOBU U3
NeBoro npeacepavs.

B noppepxaHun anekBaTHOM reMoAMHaMUKK  Kak
Masoro, Tak 1 60J1bLIOr0 KPYroB KPOBOOOpaLLEHNS BaxX-
HYIO POJib MOXET UrpaTb OTKPbITHI apTepunanbHbI NPo-
TOK (AYKTYyC-3aBUCUMblE COCTOSAHUS) [1]. B knnHMyeckom
KapTMHe ONpefenseTcs: uMaHo3, Taxukapams, Oapillka,
NMOBTOPHbIE MHEBMOHUK, renatomeranusa. [ng guarHo-
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CTUKN pEeKOMeHOoBaHbl: axokapauorpadusa, katetepu-
3auma cepaua, aHrnokapamorpadpusa, MCKT, 9K, peHT-
reHorpadusa opraHoB rpygHor nonoctu. Koppekuus
nopoka NPoBOAUTCS XMPYPru4ecknm nyTem B ABa aTana
M Hanpae/feHa Ha YMEHbLUEeHNEe reMOAMHAMUNYEeCKMX Ha-
pyweHni [2]. o onepauum BaxHbIM 3BEHOM Tepanuu
ABNSETCS WCMOAb30BaHWe MpOCTarnaHgvHOB rpynmnbl
E pna noppoepxanus npoxoammocTt OAN [3]. MepBbiM
3TanoM BbINONHAETCA GOPMUPOBAHME ABYHANpPaBlEeH-
HOrO KaBanyfibMOHanbHOro aHactomosa (AKIMA) ana
YMEHbLUEHUS NpUTOKa KpoBU K EXXC 1 CHUXeHUs Harpya-
Ku Ha Hero [4]. Cnenyowmm atanom GopMmnpyeTcs noJi-
HbIl KaBanynbMOHanbHbIM aHacTomo3 (MKIMA, onepauma
doHTeHa). B pe3dynbTate BCs BEHO3HAsA KPOBb cpasy Mno-
CTynaeT K IerkMM, rae HacbllaeTcs KUCA0POAOM, MUHYS
cepaue [5].

MpPOrHo3 eCTeCTBEHHOr0 TEYEHMs JAaHHOW NaToNornu
HebnaronpusaTeH: NepBbI rof XU3HU nepexueaT 45—
33 %; no 10 net poxumeatoT B cpeaHem 10 % 605bHbIX [3].
9710 00bACHAET 6OJbLUYI0 3HAYMMOCTb €OMHCTBEHHOIrO
Xenyooyka cepila B npakTM4eckom OeTCKOM Kapamono-
T n kapguoxumpyprum [2].

KnuHunyeckuin cnyyvan

MauweHtka ., 17 neT, noCTynuna 3KCTPEHHO B OTAE-
neHne Kapanonormm n peeMaTosiornm KpaeBom 4eTCKOM
KNIMHNYeCKo B0MbHULBI C XanobamMn Ha BblpaXeHHYIo
cnaboCTb, OAbILLIKY, FOJIOBOKPYXeHne, 61egHOCTb KOX-
HbIX MOKPoBOB. CO C/I0OB MaMbl, AEBOYKA HA AMCNaHCcep-
HOM HabNIOAEHNM Y AeTCKOro kKapanonora ¢ AByX Hefenb
KUBHW.

Mo paHHbIM ambynaTopHOW KapTbl, NanaAnaTuB-
Hble oOnepaTtMBHble BMeLlATeNbCTBA HaA  cepaue:
13.06.2006 - BbINONHEHa XuUpypruyeckas Koppek-
uMs BPOXAEHHOro nopoka ceppgua B ycnosusx HL,
CCX wmm. A. H. bakynesa; 13.10.2008 - HanoxeHue
npasocTopoHHero KIA ¢ nepesaskon cteBona JlA;
04.12.2009 - onepauua doHTeHa; 21.12.2009 - cTeH-
TupoBaHue nesBol nerovHon aptepun; 20.07.2012 — Ha-
NIOXEeHMe aHacToMo3a, ApeHupoBaHue O6e3bIMAHHON
BEHbI C FPYAHbLIM MPOTOKOM K YLIKY JIEBOIrO Npeacepams;
21.04.2022 - nyHKumoHHasa numdborpadus CcocynoB
rnpasoW U NEBOW A0NEN NEYEHN.

M3 aHaMHe3a XN3HW: AeBo4Yka OT NepBol bepemMeH-
HOCTW, NpoTekaBllen 6e3 ocobeHHocTel. Poabl cpou-
Hble, 6€3 0CNoXHeHun. Ha 2-in Hegene nocTHaTaNbHOMO
nepuona BbiieneH BIC ¢ nocnepyoulen rocnurtanu-
3aument B peaHMMauuoHHoe oTtaeneHue. CouuvanbHbIn
aHaMHe3: He OTHArowieH. HacneacTBeHHbI aHaMHe3 no
3abonesaHnam CCC no nuHMM oTua 1 mMaTepu: He OTs-
rOLLEH.

JOvarHo3 ocHoBHOro 3aboneBaHus: BpoXaeHHbI
nopok ceppua: PyHKUMOHANbHO €OVHCTBEHHbIN Xeny-
[OYeK, COCTOSHME MOCNE XUPYPrUYEeCcKUX KOppeKLuni
(2006, 2008, 2009, 2012 rr.). ToTanbHOE KaBanyibMO-
HanbHoe coegmHeHne. OCNOXHEHNE OCHOBHOIO ANarHo-
3a: XCH Il B. ®K IV (NYHA). BtopuyHas 6enkoBo-gedu-
umMTHas aHteponaTtusa. KapauanbHblii drubpo3 neveHu.
MopTanbHaa runepTteH3us. AcuuTt. HemocTaTo4yHOCTb
nutanns. ConyTtcTBylowmMe 3aboneBaHus: AHOManus
dOpMbI XENYHOrO My3bips. TPEBOXHbIE PAaCCTPOMCTBA.
HapyweHne cHa.

O6bekTMBHbI 0CcMOTP: COCTOSAHME NALNEHTKN TsxXe-
noe. KoxHble NOKpoBbI 6nedHble, cyxue, 4YTo 0OycnoB-
JNIeHO XpoHuyeckor runokcuen, XCH. Knctu xonogHole

AutepaTypa/References

1. EQuHCTBEHHbIV Xenyaodek ceppaua. KnuHudeckune peko-
MeHZaumm Accoumauum cepaeyHo-COCYAUCTbIX XMPYProB
Poccum, 2022. [The only ventricle of the heart. Clinical

Ha owynb. Habniogaetcs uMaHO3 KOHYMKOB MNasbLEB,
nepropasnbHbIf LMaHo3. Ha nepeaHnx NOBEPXHOCTHAX ro-
neHen arpoduyeckne nameHenua. Horresole dananru
nasnbLEB HA BEPXHUX N HUXXHUX KOHEYHOCTAX YTOJLLEHbI
no Tuny «b6apabaHHbIX Mafnovyek», HOrTEBbIE MNACTMHbI
nedopMmpoBaHbl MO TUMY «4aCOBbIX CTEKOS». TOHYC
MbILLL, CHUXeH. pu ayckynbTaumu ceppua TOHbl Npu-
rnyweHbl. XUBOT yBeNuYyeH B pa3mepax (OKPYXHOCTb
86 cwm), BCneacTBue MopTaNibHOM runepTeHsum, oby-
cnoBneHHort XCH. Manbnaumsi nevyeHm u cenes3eHku
3aTpyaHeHa n3-3a acumTa.

PeHTreHorpadusa rpyaHoOM KNEeTKU: JIerO4YHbIn pu-
CYHOK ycwneH BclieacTBuMe oTeka, KOpHU oboux ner-
KX FOMOre€HM3MpOBaHbl 3a CYET OTeKa MPUKOPHEBOWN
KNeTyaTkn. YnbTpas3BykOBOE WCCNedoBaHME OpraHoB
OpIOLLIHOM NONOCTU: renartocniaeHoMmeranusa ¢ anddys-
HbIMU U3MEHEHUAMU MapPEHXUMbI, MOBbILLEHNE MHEB-
MaTusaumn neTesnb KUWEYHMKA; 32 MOYEBbLIM My3blpeM
BU3yannampyeTcs cBoOoaHas XUAOKOCTb (MPU3HAK ac-
umTa).

OnekTpokapguorpamMmmMa: CUHycoBasi Taxukapaus,
OTK/IOHEHVE 3NEKTPUYECKON OCK BNEBO, HapylLleHue
BHYTPUXENyg04KOBON NPOBOANUMOCTM, HapyLLUEHVE Npo-
LLeccoB penonsapusaumm mmokapga. 9xo-KI: aunataums
€ANHCTBEHHOrO JIEBOrO Xenyaoyka, npaBoe npencep-
OVe yMeHbLLEHO B pasMepe. Peryprutaums Ha knanaHax
nieroyHonm aptepumn 1 CT., Ha TPUKYCNUOANBHOM KnanaHe
1-2 cT., Ha MuTpanbHOM knanaHe 1 cT. YCKopeHue Kpo-
BOTOKA B OMNEpPUPOBAHHOM yyacTke Oyrn aopTbl. Oud-
dy3Hble MBMEHEHUS B MUOKapAe €OMHOro Xenynoyka

cepaua.
O6wme aHannadbl KPOBU U MOYU Oe3 OTKJIOHEHW
OT HOPMbI. Buroxumua KkpoBu: runoanbObyMmmMHemMmns

(12,9 r/n), runokannemMmums.

Tepanus: anbbymumH 20 % 100 mn + dua. p-p 100 mn;
6uconponon tab. 5 Mr, BHYTpb; BapdapuH tab. 1,875 wmr,
BHYTpPb (nog, koHTponem MHO); BepowunupoH 1ab. 50 mr,
nepopanbHO; oncaMmmut 5 Mr, nepopanbHo; cungeHadun
rpaH. 25 mr, BHyTpb; dypocemmg 1 % 2 ma + dua. p-p
10 mn, B/B.

Ha ¢oHe npuema p-pa anbbymnHa 20 % B/B nokasa-
Tenb anbbymMuHa nosbicuncs. B npouecce cTaumMoHapHo-
ro nepuona neyeHns y naumeHTkn otmedanacb HEKOTO-
pas NoNoXMTeNbHas AMHAMKKa Kak CO CTOPOHbI 06LLero
COCTOSIHUS! 1 CaMOYyYBCTBUS, Tak 1 N1abopaToOpPHbIX Noka-
3arenen.

3akntoyeHue. [peacTaBNeHHbIN KITMHUYECKUIA CRy-
Yan UANICTPUPYET, 4YTO JaXe Npu TakOM KPUTUHECKOM
BPOXAEHHOM MopoKe cepAua CUHEero Ttuna, Kak eguvH-
CTBEHHbIW Xenyao4ek cepaua, nauneHT MOXeT NPOXnTb
6onee 16 neTt nocne cepuv NOcnenoBaTeNbHbIX 3TaNoB
XVUPYPrnu4yeckom KoppekLunm n GopmMrnpoBaHns ToTasbHO-
ro KaBany/JbMOHaNbHOro coeanHeHus. OgHako, HECMO-
TP Ha afekBaTHYIO XMPYPrMYeckyld KOPPEKLUMIO BPOX-
LEHHOro Nopoka, He yaanock nadexarbs GopMMPOBaHUS
CEepbE3HbIX OCJIOXHEHWUIM, OBOYC/IOBNEHHbLIX MPOrpeccu-
pOBaHMEM XPOHUYECKON CEepAEYHON HefO0CTaTOYHOCTH,
pasBUTUEM BTOPUYHON GENKOBO-AEDPULINTHON SHTEPO-
naTuun, kapanansHoro Grubpo3a neyeHu, 0CI0XKHEHHOTO
nopTasbHOM rMNepTeH3neln n acunuToM, KOTOPble 3Ha4U-
TENbHO YXYALLAT Ka4eCTBO XM3HWN NaumMeHTa U HeraTmB-
HO B/IMGET Ha NPOrHoO3.

ABTOpbBI 3aABAAIOT 06 OTCYTCTBUU KOHDIINKTA UH-
Tepecos.
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NMemdourona 6epemMeHHbIX: KAMHU4eckoe HabAloAeHue
pPeAKOro AepmaTosa npu 6epemeHHOCTH
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Pemphigoid gestationis: clinical observation
of a rare dermatosis during pregnancy

Dubovoy A. A. "2, Aksenenko V. A. !, Zubenko N. V. 2, Khomutova L. V. !, Kazmina I. B. !

! Stavropol State Medical University, Russian Federation
2 Regional Clinical Perinatal Center Ne 1, Stavropol, Russian Federation

MNemduronn 6epeMeHHbIX — peaKoe ayToMMMyHHOe 3aboneBaHre KOXK1, BCTpeyaloLeecss BO BTOPO nosioBuHe Gepe-
MEHHOCTU 1 B NOCNIEPOLOBOM neproae. Bpaun — akyLiepbl-rMHEKONOr U AepMaTOBEHEPOIONN HEAOCTAaTOYHO 3HAKOMbI C
aTol naTonoruneli. PaccmoTpeHa anuaeMunonorus, natoreHes, KiMHndeckme ocobeHHocTn, anddepeHumnansHas auarHo-
CTVKa 1 BO3MOXHbIE METOAbI NeveHns 3abonesaHus. MpeacTaBieHo KnvHuYeckoe HabnaeHve ciydas nemouronaa 6epe-
MEHHbIX Y MOBTOPHOOEPEMEHHON NALMEHTKM C rMNepTeH3NBHbLIM OC/IOXHEeHneM 6epemeHHocTU. [ocne pogopaspeLleHms
NPOW30LLEN NOJHbI Perpecc CMMNToMaTky 3ab0sieBaHus.

Knto4yeBbie csioBa: gepmaro3 6epeMeHHbIX, nemeurons 6epeMeHHbIX, ayToOuMMMYyHHbIe 6yj7ﬂe3Hble Aepmartosbl

Pemphigoid gestationis is a rare autoimmune skin disease that occurs in late pregnancy and in the postpartum period.
Obstetricians-gynecologists and dermatologists do not have a sufficiently insight into this pathology. This article offers an
overview of epidemiology, pathogenesis, clinical features, differential diagnosis and applied methods of treatment of the said
disease. There is also the presentation of a clinical pemphigoid gravidarum case in a multigravida patient with a hypertensive
complication of pregnancy. The delivery was followed by a complete regression of the disease symptoms.

Keywords: pregnancy dermatoses, pemphigoid gestationis, autoimmune bullous dermatoses
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