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Mocksa, Poccus

B cratbe npuBeAEHO KIMHMYECKOEe OnmMcaHue Ciyyast NIero4Hom ap-
TepuanbHoW runepteHsum (J1AI), accoummMpoBaHHOM C BPOXAEHHbBIM
BHEMNEYEHOYHbIM NopTOKaBanbHbiM WyHTOM (BIKLL), nnn aHomanven
A6epHeTw, y naumeHtkn 17 net. BIMKLU, pantensHoe Bpems ocTaBaB-
LUMIACS Hepacno3HaHHbIM, MaHUbEeCTUPOBaN TSXeNon aHuedbanonatunei
B paHHeM Bo3pacTe, k 6 rogam ocnoxuuncs JIA, k 9 ronam — dokanb-
HON HOAYNSIPHON rMnepniasnein nevyeHn. B oTcyTCcTBrE CBOEBPEMEHHO-
ro xupypruyeckoro nevenus BIKLL v apgeksatHon Tepanuun JIAT npo-
rpeccvpoBana. KombuHnpoBaHHas aBoviHas Tepanus JIAI, HagHavyeHHast
nmwb B 14 net, 6bina ManoaddekTMBHOW. HecMoTpa Ha noTeHuman
KSIMHAYECKOro U PYHKUMOHAIBHOMO Yy4LleHus, JOKYMEHTUPOBAHHbIV
B YCNOBUSAX KIMHUKU Ha POHEe KOMOVHUPOBAHHOWN TPOWHOW Tepanuu
B 17-neTtHemM Bo3pacTe, NaLMeHTKa NpoJoxana COOTBETCTBOBATb KpU-
TepusiM BbICOKOTO pucka HebnaronpusTHBIX COObITUIA, BKIOYas neTanb-
HOCTb. Yepes 2 Mec. 0T MOMeHTa MHMUMaLmMn TpoHo Tepanun JIAT,
B OTCYTCTBME JOCTVKEHWS LIENIEBbIX 3HAYEHW NapaMeTpoB reMoayHa-
MUKW, NO3BOASIOLLMX CHU3WUTL OMEPALMOHHBIE U MepronepaLyoHHble
pUCKK, NpeanpuHaTa nonbiTka xmpypruyeckoro nevexnms BIKL, yto
npvBeno K rmbenn NauneHTkv B paHHeM NocneonepaLoHHOM Nepuoge.
OnuncaHne JaHHOTO KJIMHWYECKOro Ciyvas MokasbiBaeT TPYAHOCTU aua-
FHOCTUKN PenKoi pOopMbl NOPTOMNYIbMOHAILHOW TMNEPTEH3NK, COBPE-
MEHHbIE BO3MOXHOCTVN MeANKaMEHTO3HOW Tepanuu TSHXKENOM, Ha PaHHMX
3Tanax noTeHumanbHo nsnedmmon dopmel J1AT.

KnioueBble cnoBa: KJIMHUYECKUI CryHai, BDOXAEHHbIN MOPTOKaBasb-
HbI LUYHT, JIErO4Has apTepuanbHas rmnepTeHsns, NopTonyabMOoHaNb-
Hasi runepTeH3uns, aHomanvs AGepHeTy.
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Pulmonary arterial hypertension associated with type Il Abernethy malformation in an adolescent: a case report

Miklashevich I. M., Potrokhova E. A., Morozov D. A., Isaeva Yu. S.

Veltishchev Research Clinical Institute for Pediatrics and Pediatric Surgery, Pirogov Russian National Research Medical University. Moscow, Russia

The article provides a case of pulmonary arterial hypertension (PAH)
associated with congenital extrahepatic portocaval shunt (CEPS),
or Abernethy malformation, in a 17-year-old female patient. CEPS,
which remained undiagnosed for a long time, manifested with
severe encephalopathy at an early age. By the age of 6 years, it was
complicated by PAH, and by the age of 9 years — by hepatic focal
nodular hyperplasia. In the absence of timely surgical treatment
and adequate therapy of CEPS, PAH progressed. Combined dual
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therapy for PAH, prescribed only at age 14, was ineffective. Despite
the potential for clinical and functional improvement documented with
combination triple therapy at 17 years of age, the patient continued
to meet criteria for a high risk of adverse events, including mortality.
Two months after the initiation of triple therapy for PAH, not achieving
the target hemodynamic characteristics that would reduce operative
and perioperative risks lead to an attempt of surgical treatment
of CEPS, which led to the patient death in the early postoperative
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period. The description of this case report shows the difficulties of
diagnosing a rare form of portopulmonary hypertension, the modern
possibilities of drug therapy for a severe, potentially curable PAH in the
early stages.

Keywords: case report, congenital portacaval shunt, pulmonary arterial
hypertension, portopulmonary hypertension, Abernethy malformation.
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BMKLL — BpoxaeHHbIii nopTokasabHbli WyHT, [IJTA — faeneHue B neroyHoi aptepuu, JIAT — neroyHas aptepuanbHas runeptensus, JIAM-BIMKLL — JIAT, accoummpoBanHas ¢ BIKLL, JIT — neroyHas runepteHaus,
JICC — neroyHoe cocyaucToe conpoTtuenenue, HMB — HuxHss nonast BeHa, NB — nopransbHas Bewa, MMM — nopTonyabMOHaNbHAsS NEroYHast runepTeH3us.

KiioueBbie MOMEHTbI

* BpoXaeHHBIN BHENMEYEHOYHBIN MOPTOKABaTbHBIM
wyHT (BITKII) sgBnsieTcst penkoit u, Kak mpaBU-
JI0, HEpACIMO3HAHHOM MPUYMHOM TSIKEJIOM JIerov-
HoIi aptepuanbHoii runepreH3uu (JIAT'), koTopyto
clieyeT UCKIodaTh Bo Beex ciydasx JIAIT HescHoit
STUOJIOTUH.

+ CBoeBpeMeHHas] IMarHoCTUKa U XUPYyprudeckoe
JIEYeHHUE COCYIMCTON aHOMAJIMM IOPTaJbHOM CHU-
CTEeMbI MOIJIa ObI IIPEAOTBPATUTDH PA3BUTUE MYJIbTH-
CUCTEMHOTrO nmopakeHus, BKiatouas JIAT.

e [lo3mHast (mocie 2 JeT XU3HU) XUpypruueckas
KOPPEKIIUS MOTEHIIMAJIbHO MOIJIa Obl YMEHBIIUTh
BBIPaXKEHHOCTb HapyIlIEeHU TeMOAUHAMUKHU.

* IIpoBeneHue m0OOT0 MIAHOBOTO XUPYPTUYECKO-
ro BMelIaTenbcTBa y namueHToB ¢ JIAIT Bbicokoro
pUCKa TOKHO MPOBOAUTHCS C 00s13aTeIbHBIM pac-
YETOM TePUOIIePAIIMOHHOIO PUCKa 1 TOJBKO IOC/e
JMOCTUXKEHMS 1IeJIeBbIX MoKa3aTeaeil TeMOIuHaAMM -
KM Ha (hOHE MpPeAIIeCTBYIOLIEH TapreTHOM Tepanuu
JIAT.

Key messages

» Congenital extrahepatic portocaval shunt (CEPS)
is a rare and generally unrecognized cause of severe
pulmonary arterial hypertension (PAH) that should
be excluded in all cases of unexplained PAH.

» Timely diagnosis and surgical treatment of portal
system anomalies could prevent multisystem
involvement, including PAH.

« Late (after 2 years of life) surgical correction could
potentially reduce the severity of hemodynamic
disturbances.

* Any elective surgical intervention in patients
with high-risk PAH should be carried out with
calculation of perioperative risk and only after
achieving target hemodynamic parameters with
targeted PAH therapy.

BBenenne

Jlerounast aprepuanbHas runepteHsus (JIAI) —
TSXKEJ0e JIETOYHO-CEPIeYHOoe 3a0ojeBaHue y AeTell
¥ B3pOCIHBIX. 3aaya Meauarpa, Tepanesra, Kapauoao-
ra — MPOBECTU BCECTOPOHHEE OOCIIENOBAaHNE ISl BbI-
SIBJIEHUST BCEX BO3MOXHBIX COCTOSIHUN U 3a00JIeBaHUI,
KOTOPBIE MOJIM ObI OBITh MPUYUHON €€ pa3BUTHS, TO-
CKOJIbKY BO3EHCTBME HA TPUITEPHBINA (PAKTOP MOXET
YAYYIIUTh MTPOTHO3 3a00J1€BaHUS.

BpoxxneHnnsiii moprokaBaibHblid IIyHT (BITKII) —
penkasi BpOXIEHHasi aHOMAaJUsl Pa3BUTUS CUCTEMBI
TMOPTAJIbHON BEHbI, KOTOpasi COMPOBOXIAETCS IIIYHTHU-
POBaHUEM MMOPTOME3EHTEPUATbHONW BEHO3HOU KPOBU
B cucteMy HWxkHe#l mosoit Bensl (HIIB), Munys ¢usno-

JIOTMIECKUIA KIIMpeHC B TieueHN. [IpomyKThel MeTabom3-
Ma, COAEpPKaIlMECs B TIOPTOME3EHTEPUAIBHON BEHO3HOM
KpOBH, TIONanasl B MpaBble KaMephl Cepilia, 3aTeM B Jie-
TOYHBI KPOBOTOK, 3aIlyCKalOT IIPOLlecC KOHIICHTPH-
YEeCKOTO PEeMOICIMPOBAHMS JISTOYHBIX COCYIOB C IIPO-
TPECCUPYIOIINM TOBBIIIEHNEM JIETOYHOTO COCYIUCTOTO
conpotusieHUsT. COCTOSHIE MOXET COIPOBOXKAATHCS Y3-
JIOBBIM TIOpaKEHUEM TMeueHU, SHliedanonaTueit, Metabo-
Jimyeckumu HapyiueHusiMu [ 1, 2]. Accounanus BITKIIT
¢ JIAT mano uszyyeHa ¥ OrpaHUUYMBAETCSl HECKOJbKUMU
JeCTKaMU HaOJIIONEHUI B MUPE, YaCTO OCTaeTCsl Hepac-
no3HaHHOI [3-5]. YHukanbHOCTh 3TOro kiacca JIAI —
B e¢ MaTo(PU3NOJIOTUN U TTOTEHINAILHOI 00paTUMOCTH
npu cBoeBpeMeHHOM JieueHru BTTKIII.
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Kaunuuecxue cayuau

Jo Hacrostmero BpemeHn B Poccuiickoit ®demepa-
1LIMM HeT onyOJuKoBaHHBIX ciaydyaeB JIAI, accolumnpo-
BaHHoii ¢ BITKII (JIAT-BITKIII) y nereii-moapocTKOB.

Knnmanyeckuii coayvaii

Wndopmamusa o mammenre. IMauuentka /1., 17 jer,
nocTynuia B KapauoJjiornyeckoe otneneHue HUU ne-
IuaTpuu U netckoil xupypruum um. akafa. lO. E. Benb-
TULIEBA C XaJI00AMU HAa YTOMJISIEMOCTb, ONBILIKY MPU
yMepeHHOI (hu3n4ecKoil Harpy3Ke.

AHaMHe3 Ku3HHU. [leBouka oT 7 OepeMeHHOCTU, MO-
JIOMIBIX 3M0POBBIX POMUTENE, 2 CPOUYHBIX, ONIEPATUBHBIX
ponos, ¢ BecoM 3350 1, nauHoii 51 cm. HeoHaranbHbIi
TMEPUO, OCJIOXKHWICS TPAH3UTOPHOM JIETOYHOM TUImep-
teHsueir (JII') HoBopoxaeHHbIx. C paHHEro Bo3pacra
JIEBOYKa pocja C OTCTaBaHUEM B (PU3UYECKOM U yM-
ctBeHHOM pas3Butuu. Cinyvyau JIAI' B ceMbe He 3aduk-
CHUPOBaHBI.

Anamue3 3a0onesanns. JII' 3amomo3peHa B Bo3pac-
Te 6 JieT Ipu 06CIeIOBAaHUY 110 TIOBOY XaJlo® Ha yTOM-
JisieMocTh pebeHka. [Ipyu MHBa3UBHON OlieHKe Mapa-
METPOB FeMOJAMHAMMKH MOJYYEHBbl JaHHbIE, COOTBET-
crBytomne kputepusm JIAIL: naBieHue B JIerOUHOI
aptepuu (JJIA) 78/42 (54) MM PT.CT., MHIEKC JIETOY-
Horo cocyauctoro comnpotubiaeHus (JICC) 8,88 En
Byna/M?, naBieHue 3aKJIMHUBAHNUS JIETOUHON apTepuu
12 MM pr1.cT. TecT Ha Ba30peaKTUBHOCTb OTPULIATE/b-
Hblli. COCTOSIHME paclieHUBAJOCh KaK MAMOTAaTUYEe-
ckas JIAI. PexomennoBanHas tepanust JIAI cembeit
He BbIMoJiHEHA. [Ipu MOBTOpHOM O00CIENOBaHUU
B Bo3pacTe 9 jieT, KpoMe COXpaHSIOIIUXCS MpU3Ha-
koB JIT' mpu sxokapauorpacduu, Mo NaHHBIM yJIbTpa-
3BYKOBOTO MCCJIEJOBAaHUS OPIOLIHON MOJOCTU BIEp-
BbIE 3aMOJ03pE€HA aHOMaJUsl MOPTAJIbHON CHUCTEMBI.
IIpu xommbloTepHoii ToMorpaduu (KT) OpromrHoit
MOJIOCTU C KOHTPACTHBIM YCUJIEHUEM BBISIBJIEHO CO-
enuHeHue nopTanbHOil BeHbl (I1B) 6ok B 60k ¢ HIIB
yepe3 nmoprokaBajbHbIi aHacTomo3. Ot I1B orxonu-
JIU MeJIKUE COCYIbl B JIEBYIO 10J0 neyeHu. [Tpu nps-
MOl mopTorpaduu onpenesnsicss BHIPaXXeHHbBI coOpoc
kposu u3 I1B B HIIB, paciupenusie I1B u ee neBas
BETBb, PE3KO CHUKEHHBII KPOBOTOK B €€ MPaBOii BET-
Bu. IIpu npobe ¢ GaysloHHON okKito3ueit nepoii 1B
BBISIBJIEH TOK KPOBU B IpaByto BeTBb [1B. IIpusnakos
MOPTaJbHOU TUMEPTEH3UU HE BbIABIEHO. laBaeHue
B IIB u HIIB 3 MM pT.cT. OT NpeaioxXeHHOro Xupyp-
ruueckoro jedyeHus BoisiBiieHHoro BITKII ponutenu
pebeHka oTkazanuck. 3a jieueHueM JIAT He oOpaiia-
Juck. CirabocThb, yTOMISIEMOCTb ITpU (PU3UYECKON Ha-
rpy3Ke MPOrpeccupoBaIu.

IIpu xaretepuzanuu cepaua B Bo3pacte 14 ser
BbIsSIBJIeHO TiporpeccupoBanue JIAT: IJTA 101/50 (71)
MM DPT.CT. IPU YPOBHE CUCTOJIUYECKOTO apTepuaIibHO-
ro pasinenust (CAI) 94/43 (60) mm pr.cT. TecT Ha Ba-
30p€aKTUBHOCTb OTpULIaTeNbHbIN. COCTOSIHUE paclie-
HuBasioch Kak JIAT, accoumupoBaHHasl ¢ TOPTaJbHOMI
runepreH3ueil. Xupypruueckoe jedenue BITKII nHe
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1-10 nenb xusnu  * [Nepcucrupyromast JII HOBOpOXIEHHBIX

+ [losiBieHHE CUMIITOMOB
* Boisnenue JIAT: JIJIA 78/42 (54) MM pT.CT.

6 et

* CHMITOMBI IPOTPECCUPYIOT
» Coxpansiercs JIAT
* Boisinenue BITKII

+ JIAT mporpeccupyet: JIJIA 101/50 (71) MM pT.CT.
+ Crapt Tepanuu 003eHTaHOM

9 ner

14 ner

15-16 ner + CMeHa Tepanuy Ha MallUTeHTaH

» KomMOuHaLuMs: MallMTeHTaHa U cUjIeHaduIa

17 ner, 9 mec. * O6cnenoBanve B HUU nenuatpum u nerckoi
xupyprum uM. akaz. lO. E. Benbrumiesa

* Bepudukarms auarHosa

* Crpatucukanus pucka

+ CrapT TpOiHOM Tepariu

TIporHos * HeGnaronpustHbIit
* Bricokuii puck
+ [IporHo3upyemasl JI€TaIbHOCTh B TEUEHUE TOIA

>10%

17 ner, 11 mec. * Xupypruueckoe jgeueHne BITKIIT

* [ubenn

Puc. 1 Tlaumentka JI.: XpOHOJOTUsI TeueHUs] OOJIE3HHU, KIIOUEBbIE CO-
OBITUSI M TIPOTHO3.

[Mpumeuanue: JJIA — nasnenue B nserouHoit aprepuu, BITKII — Bpox-

JIEHHBII TTOpTOKaBabHBIN 1IYHT, JIAI — JerouHast aprepuaibHas I'v-

MepTEeH3US.

paccMarpuBaiochk. MHUIIMMpoBaHHas Tepanust 603eH-
TaHOM B J103¢ 2-4 MT/KT/cyT. — 6e3 apeKTa, yepe3 rom
npenapar 3aMeHeH Ha ManuTeHTaH 10 Mr/cyr., ¢ 16 et
MOHOTepanus ycujiaeHa cuigeHaduiom 60 Mr/cyT.

PesynbraThl husukaibsHoro ocMorpa. I1pu ocMoTtpe
KOHTaKT 3aTPYIHEH, MPU3HAKU MEHTAJIbHOTO Nehulin-
ta. @uU3nyeckoe pa3BUTHE NMCTADMOHUYHOE 3a CUET
neduimra Beca. B nerkux apixaHue Be3UKYJSIpHOE, Ya-
croTa abixaHus 20 B MUH, YPOBEHb HACBIIIEHUST KPOBU
kucyioponoM (SpO,) Ha pykax u Horax: 98-99%. ToHbI
cepalia OTYETIMBBI, PUTMUYHBI, YaCTOTa CEPACYHBIX
cokpameHuit 74 yu./muH, akueHT 11 ToHa Haz Jrerod-
HOI apTepueil, CUCTOIOAUACTOIMYECKUI 1TyM BO 2-3
MexXpedepbe cieBa OT TPYyAUHbBI. ApTepuaibHOE NaBiie-
aue 120/72 MM pr.cT. ZKUBOT MSITKMIi, 06€300JIe3HEH-
HBI1, TEeYeHb HE YBEJIMYECHA.

IIpeaBaputenbbiii auarno3: JIAT-BITKIII.

Bpemennas mkana (prcyHok 1).

JuarHocTnyeckas ounenka. ['emorpamma, Guoxu-
MUYECKUe TeCThl B HopMme. [unepammonuemus ao 113
MKMOJIb/71. CKPUHUHT Ha MapKepbl BUPYCHBIX Tera-
tutoB B 1 C, BUpyC uMMyHOAehUIIUTA YeIOBEKa, CHU-
CTeMHbIe 3a00J1eBaHUS OTPULIATENIEH. YPOBEHb MO3IO-
BOTO HaTpuiiypeTuueckoro nentuna (brain natriuretic
peptide, BNP) 68 rir/mu.

IIpu saexkmpoxapouoepaguu — CUHYCOBBIA PUTM
85-87 B MUH, MaTOJOTUYECKOE OTKIOHEHUE JIEKTPU-
yecKoit ocu cepaiia BripaBo (yroir &=147°), Rs Turr ru-
nepTpoduu NpaBoro Xeayaodyka.
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Puc. 2 Tlokazatenu TpaHCTOpaKaIbHOI dX0oKapauorpabuy MalueHTKI
., 17 ner.

[MpuMevaHue: yMmMepeHHasl OWIATallMsl W 3HAYUTENbHAs THIIEPTPO-
(us mpaBoro xemymnouka. YBenudeHue oObeMa MPaBOTO MPENCepaus.
JleBble KaMepbl OTTECHEHbI MpaBbiMU. COOTHOLIEHHE 0a3albHbIX pa3-
MepOB B KOHIIE CHUCTOJIBI TIOKA3bIBACT MpeodIanaHue pa3mepa paBoro
JKeyouka Mo CpaBHEHUIO ¢ pa3MepoM JIeBOTO Xelymouka B 1,78 paza.
LIBeTHOE N300paxeHue JOCTYIHO B 3JIEKTPOHHOI BEPCUU XKypHaa.

&
3.96 m/s

“ Y

= W' ’M w"ﬂWWW'm‘rwwv‘W ‘

Puc. 3 Tlokasarenu TpaHCTOpaKaJbHOI 3XOKapauorpaduu nauueHTKu
1., 17 ner.
[TpumevaHue: peayliMpOBaHHBIN MATTEPH CUCTOIMYECKOTO KPOBOTOKA
B CTBOJIE JIETOYHOI apTepru C YKOPOUEHHEM BPEMEHH ero yCKOPeHUsI 10
68 Mcek. ITynmbMoHaIbHAST HEAOCTaTOUHOCTD 111 CT. ¢ TMKOBBIM IMAcTO-
JIMYECKUM TPATUEHTOM 96 MM PT.CT., KOHEYHBIM AUACTOINYECKUM Tpa-
nIeHToM 62 MM pT.cT. LIBeTHOE M300pakeHKe TOCTYITHO B 3JIEKTPOHHOM
BEPCUM KypHasa.

IIpu axoxapouoepachuu (pricynku 2, 3, Tadbmuma 1)
coxpaHsuiuch npusHaku JIT, ge3aganTuBHOIO pemMoje-
JIMPpOBaHUS MpPaBOro Xejqyaouka. laBjieHue B Jierou-
Hoii aptepuu 162/63 (107) MM pT.CT.

Yavmpaszeykoeoe uccaedosanue OprouwHol nosocmu
BBISIBUJIO TelaToMerajnio, aHaCTOMO3UPOBAHUE CU-
CTeM BOPOTHOM M HUXXHEN MOJ0i BeH 0e3 MpU3HaKOB
MOPTAJIbHOI TUIMEePTEH3UU. 3aroa03peHbl 00beMHbIE
oOpaszoBaHus B rnedyeHu. [Ipu anactomeTpun neyeHu
YCpeAHEHHOEe cpelHee 3HaYeHUe 3JaCTUYHOCTU Teue-
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Hu: 4,4 xIla. Crenenp ¢pubposa neyenu F 0 mo mikane
METAVIR (meta-analysis of histological data in viral
hepatitis, 1kana oueHku cteneHu Gpudpo3a MeyeHun).

Ilpu KT-aneuoepaguu neekux CTBOJ JETrOYHON ap-
Tepuu aHeBpU3MaTUiecku pacimuper. CTBOJI U BETBU
0 CyOCEerMeHTapHOTO YPOBHSI KOHTPACTUPYIOTCST PaB-
HoMepHO, 0e3 aedekToB. MHGUIBTpaTUBHBIE U3MEHE-
HUST HE OTIPEIEISTIOTCSI.

KT oprownoii norocmu ¢ konmpacmuposanuem (pu-
cyHok 4) Tleuenn: B pazMmepax yBenaunueHa, KT-miot-
HOCTb mapeHxuMbl cHuxkeHa no S3HU. B aprepuanb-
Hy10 a3y KOHTPACTUPOBAHUS OTPEAEISIOTCS MHOXE-
CTBEHHBIC y3JIOBBIE 0Opa3oBaHus pa3MepoM OT 16 mo
44 mM. B BeHO3HYI0 (ha3y oTMevaeTcsl JeBOCTOPOHHEE
pacnionoxenue 1B ¢ anactomo3om HIIB Ha ypoBHe
MPaBOro Kymnosa Auadparmel.

YuutbiBas HaJau4uue HEHPOKOTHUTUBHBIX Hapy-
IIEHWH, TTAlMEeHTKe MPOBEJIM MarHUTHO-PE30HAHCHYIO
TOMOTpaUIO TOJJOBHOTO MO3Ta; MaTOJOTUM TIPU JIeK-
TposHuedanorpa¢un He BbISIBIeHO. PeOeHOK KOH-
CYJIBTUPOBAH TICUXUATPOM: COCTOSTHUE PACIIEHEHO KakK
MopTokaBajbHasl 3HIEedanonaTus. PekoMeHIOBaHO:
Teparnusi HelpoJIeNTUKOM, KOPPEKIIUSI TUTTePAMMOHM -
eMUM.

IIpu mecme ¢ 6-munymmoit xo0v060ii oucmanyus co-
craBwia 500 M. Onbiinka o bopry 7 6asios. Hecaty-
pauus 10 89% K KOHILY TeCTa.

Crpatudukanus pucka JIT. [Tpu crpatuduxamnum
pucka no mkajie EPPVDN PH Risk Score (European
Paediatric Pulmonary Vascular Disease Network
Pulmonary Hypertension) [6] mojydeHbl 7 HEMHBA3UB-
HBIX U JIBa MHBA3UBHBIX KPUTEPUEB BBICOKOTO PHCKa,
YTO TIpEACKa3bIBajo BBICOKYIO (>10%) BepOSITHOCTH
JIETAIBHOCTH B TeYEHUE TO/Ia.

Knunuveckuit auarnos. JIAI, accounupoBaHHas
c aHoMmasineit AbepHetu I1 Tuna, BBICOKMI pUCK.

XpoHuyeckasi cepieyHass HemocTaTodyHOCTh I
(yHkumoHanbHOTO Kilacca. HomynsipHast runepruiasust
0o0eunx mosei neyeHu. YMepeHHasi THlepaMMOHUEMUS.
IToprokaBasibHas 2HILIEDATONATHS.

Juddepenuuanbuas auardoctuka. HuddepeH-
LIMaJIbHBINA AuarHo3 npoBoauics ¢ JII' apyrux kjaaccoB
" nojakiaccoB. Kpureprem mocTaHOBKYM TUarHO3a CITy-
KWUJI0 Hajmumuue npekanuuisipHoit JIT, Busyanusamus
BITIKIII, oTcyTcTBUE ApYrUX 3HAYMMBIX MPUYUH WU
COCTOSTHUI, TOCTOBEPHO aCCOIIMMPOBAHHBIX C pa3BU-
tem JIAT.

MenuuuHCcKue BMemaTeNbcTBA. B 3amauu naHHOM
paboTHI OMIMCAaHUE TEXHUYECKNX OCOOEHHOCTH XUPYP-
TMYECKO orepalii He BXOIUT.

JIunamuka u ucxoapl. CortacHo HaunoHaibHOMY
KoHceHcycy skcnepToB 1o Jyieyenuto JII' netsm u noa-
poctkam ¢ JIAT BbICOKOIro pucka Moka3aHO He3aMell-
JuTeabHOEe Havano TpoilHoi JIAT-cnenudbuyeckoit
Teparnuu ¢ IpUMeHeHNEM WHTaJISIIMOHHOTO MPOCTaHO-
una [7]. Ha MoMeHT mocTyruieHUsT AeBoYKa IojyJyaia
Tepanuio cuwiaeHahuIoM U MallUTEHTAaHOM B MaKCH-
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Puc. 4 KT 6pl0LlJHOﬁ TI0OJIOCTU C KOHTPACTUPOBAHUEM: JIEBOCTOPOHHEEC PACITIOJI0XCHUE nopTa.anoﬁ BEHbI C AaHACTOMO30M HMXHEIi MOJIOi BeHbI

Ha YPOBHE IIPaBOTro KyIoJja qruadparmpl.

[TpumeuaHue: IBETHOE N300pakeHKE TOCTYITHO B 3JIEKTPOHHOI BEpCUU XKXypHaJIa.

MaJIBHBIX 103aX. YUNThIBass KOTHUTUBHBIC HAPYIICHUS,
OT MOCTOSTHHOIM WHTAISIIMOHHOM Teparuu MpoCTaHOM -
JaMU Bo3ziepXaiuch. [IpernapaToM BeIOOpA MOCITYKMI
aroHUCT PELENTOPOB MPOCTAIUKINHA — CeJIeKCUTIar
B ctapToBoii 1o3e 200 MKr 2 pasa B cyTku. [lepeHocu-
MocTb TpoitHoil JIAI' Tepanuu Oblna Xopolleit, Hexe-
JIATEJIbHBIX SIBJIEHWN B TedeHUMe 10 nHell HaOmomneHns
B KJIMHUKE HE 3aperucTpupoBaHo. [1pyu KOHTPOIBHBIX
WUCCIIENOBAHUSIX TIOyYeHa TeHACHIINS K CHUKEHUIO
cucronnueckoro JAJIA ot 162 no 152 MM pT.CT., CpemHe-
ro JIA ot 108 1o 99 MM PT.CT., yMEHbIIIEHUIO 00beMa
MpaBOTO TMPEACepaAnsi, YBEIUUYEHUIO CepIeYHOTO BbI-
Opoca 1Mo JaHHBIM 3XOKapauorpaduu, TUCTAaHIIMY TIPU
TecTe ¢ 6-MUHYTHOI Xonpboil Ha 68 M. JleBouka Oblia
BBINTKCaHA C PpEKOMEHIAIIUSIMU HapaluBaHWs JO3bI Ce-
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JIEKCUTIara COTIaCHO MHCTPYKIIMU. BBUIY HemocTaTka
(bvHAaHCUPOBaHUST POAUTENM HE CMOTJIU BBITIOJHUTH
9Ty peKOMEHAAIMIO, TIperapaTr MPUHUMAJICS B CTapTO-
BoIi n1o3e. Uepes 2 Mec. poauTeIu 1eBOYKU 00paTUINCh
B JPYTYIO KJIWHUKY, e ObUIa MpoBeneHa XUpypruye-
ckas koppekuust BITKIII. B mepBbie nHU mociie onepa-
LIMU COCTOSTHME MAIIMEHTKU OBbLIO CTaOUIbHBIM. OnHa-
KO Ha 5 CyT. Tocjie olepalyu Mpou30lijia BHe3amHas
OCTaHOBKA cepAlla U JeBoYKa noruoa.

O06cyxaeHue

HeMoHcTpanusl mokasajga €CTeCTBEHHOE TeUeHUe
aHoMayniuu AdepHetu Il Tumna, MOTEeHUMATBHO U3JIEUM-
MOI Ha paHHE# cTaauu, HO MO3IHO AUATHOCTUPOBAH-
HOI U ocnoxHuBieiics tsxenoit JIAI, manudectu-
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Taommma 1

Tlokazatenu TpaHCTOpaKadbHOU 3XoKapauorpaduu nauventku ., 17 ger

ITokasareinb Pesynbrar Z-hakrop/
PedepeHcHblie 3HaYeHMS

TpuKycMIaTbHBIN KITanaH:
Dubpo3HOE KOJIBLIO, TUAMETP 47 MM 2,727
CHUCTONMMYECKUI TPaTUeHT IaBIeHMs 162 MM pT.CT. <36 MM pT.CT.
COOTHOIIEHHE CUCTOJIBI U AUACTOJIBI 1,44 <1
JlerouHast apTepusi:
Dubpo3HOE KOJBIIO, TUAMETP 29 MM 2,17
CtBOJI, IMaMeTp 51 MM 5,74Z
Bpemst yckopeHMst CUCTOIMYECKOTO KPOBOTOKA 68 Mcex >100 mcex
[TuKoBBIii 1MacTONMYECKUIA TPATUEHT NaBIECHUS 108 MM pT.CT. <20 MM pr.CT.
KoHeuHbli TMacToNnuecKuii TpagueHT AaBIeHUsI 63 MM pT.CT. <5 MM pT.CT.
[MpaBoe npencepane, MHAEKC 00beMa 54 ma/m> <34 ma/m?
JleBoe npeacepaye, MHIEKC 00beMa 20 mi1/m> <34 m/Mm?
[paBblii Xeaynouek:
TonmHa MMOKapaa CBOOOTHOI CTEHKU B TUACTOJTY 10 mm 5Mm
IIpuTouHblit oTAEN Oa3aMbHBINA, AUAMETD 50 MM 2,1Z
[IpuTOYHBIIA OTIEN CPEAHSISI TPETh, TUAMETP 43 Mm 2,572
BoIBonHOI oTHEN, TUaMETP 32 MM 2,1Z
WHaekc peMoaenupoBaHust 1,42 1,28
ODpakuusi yKopodeHUsI Ioaan 30% >35%
TAPSE 15 MM 527
JIeBblii Xenyno4eK:
KoHeuHo-mactonnyeckuit imamerp 36 MM -1,72Z
®pakuus BeIGpOCa 76% >55%
MeKXBEHTPUKYISIPHOE COOTHOILICHUE:
WHAeKc 3KCLEHTPUYHOCTH B AMACTOJTY 1,64 <1
MHnexce 3KCUeHTPUYHOCTH B CUCTOJTY 1,76 <1
CooTHoleHre 6a3aIbHBIX TUAMETPOB TIPABOTO U JIEBOTO XKETYIOUKOB 1,78 <1
HuxHss nosast BeHa:
Juametp 17 Mmm 0,96 Z
WHCnpaTOpHBIi KoJuianc <50% >50%

[Mpumeuanne: TAPSE — Tricuspid annular plane systolic excursion (crcTonmueckast 5KCKypCus TJI0CKOCTH TPUKYCITMAATBHOTO KOJIbIIA).

poBaBIlieil B Bo3pacTe 6 JIeT U MPOTPeCcCUpyoIneii 10
cynpacucteMHoi ¢opMbl K 14 rogam Ha ¢hoHe Heaje-
KBaTHOU TsixkecTu Tepanuu. [Ipu mepBuyHOM o0OCie-
JIOBaHUU TIOUCK BO3MOXHOU mpuuuHbl JIAT B moyx-
Hoit Mepe He mpoBoauiicsd. BITKIII BbIsiBIeH MO3AHO,
B Bo3pacte 9 JIeT, IpU 3TOM Pe3yJbTaThl MHBA3UBHOM
noprorpacduud MokKa3aad MOTEHIUAIbHYIO BO3MOX-
HOCTb XMPYPTUYECKOrO J€YEHUsI COCYIUCTON aHOMa-
quu. B nocnenyromem teyenre BITKII ocnoxHuioch
sHUedaonatueil Ha GoHe HEKOPPUTUPYEMOU Tumep-
AMMOHUEMUU, MHOXECTBEHHBIMU y3JIOBBIMU 00pPa30-
BaHUSIMM 00eux aosieil meueHu. CBOEBpEeMEHHOE Jie-
yenue BITKIII B paHHeM Bo3pacTe MOIJIO Obl MPeaoT-
BpaTUTh Pa3BUTUE TSKENbIX OcloXHeHuid. [1pu 6onee
MO3HEN AUaTHOCTUKE MOKa3aHa KOMOWHUPOBaHHAs
TaKTHKa: coueTaHue xupypruueckoro jeuyeHus BITKIIT
1 MEIUKAMEHTO3HOI Tepanmuu. YUWUThIBasg Y3JIOBYIO
TpaHcdopMalUIo TEYEHU U TOPTOKABAIbHYIO IHIIeda-
JIOTIATUIO, €IMHCTBEHHBIM MeTonoM jeueHust BITKIII
SIBJISTACh TPAHCIUIAHTALUS MIEYeHU C PEKOHCTPYKIMEH
CHUCTEMBI BOPOTHOU BeHbl. OMHAKO HalWUYUe TSIXKeI0Mn
JIAT accouuupyeTcsl ¢ BBICOKUM MEePUOTEPALIMOHHBIM
puckoM: nipu cpenHeM JAJIA >50 MM pT.CT. Tiepuoriepa-
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LIMOHHA JIETaJIbHOCTh oLeHuBaercs kak 100% [8, 9].
ITnanoBomy xupyprudyeckomy Jieuenuto BITKIIT goyrk-
Ha ObUla MpennrecTBOBaTh JauTenbHas JIAT Tepamus
IO NOCTUXXEHUS 1IeJIEBbIX MOKa3aTeleil HU3KOro Tme-
puonepanuoHoro pucka cpeanee IJIA <35 MM pT.cT.,
JICC <3 En Byna.

V Hameit malueHTKM KOMOMHUPOBaHHAasl TPOHHAS
Tepanusl cwigeHadUIoOM U MalUUTEHTAHOM B MaKCH-
MaJIbHBIX [103aX, CEJIEKCUIaroM B CTapTOBOM 103€ Mpu-
BeJIa K YAYYIIEHUI0 TeMOAUHAMUYECKUX U (DYHKIIMO-
HaJIbHBIX XapaKTePUCTUK, OJHAKO PUCKU OCTaBaJUCh
BBICOKMMU, MMPOTHO3 OKAa3aJICsl HEOIaronpUsITHBIM.

3akouenue

D10 onucanue JIAT-BITKII, anpecoBaHo meau-
aTpaM, KapJauojoraM, COCYIUCThIM XUpypram ¢ HaaexX-
JIOW O MPUHSTUU UMU BEPHOTO KIMHUYECKOTO pellle-
HUS TIPU BCTPeYe ¢ TOAOOHBIMU MAIlUEHTAMU.

IIporHo3 A nanueHTa

HeobnaronpusgaTHelii (CM. cTpaTU®UKALIMIO PUCKA).

HNudopmupoBanHoe coriacue

* Or nmanueHTa WM ero poauTenst (3aKOHHOIro
MPENCTAaBUTENS) MOJYyYEHO MUChbMEHHOE TOOPOBOJIb-
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Hoe MH(pOPMUPOBAHHOE comlacue Ha IMyOJUKalUIO
OMUCAaHUS KIMHUYECKOro ciayvasd. [arta moanucaHust
11.01.2023.

* OdunmanbHbll NpeacTaBUTeb pedOeHKa MoJI-
nmcay nH(popMupoBaHHbBIE cortacus Ha off-label mpu-
MEHeHUe MpenapaToB cwiaeHadui, MallMTEHTaH, Ce-
JIEKCUMAr ¢ OorpaHUYeHUSIMU Ha3HAYeHUs 10 18 JeT.

* [lonyyeHHbIE MOJOXKUTETbHBIE 3aKITIOUEHUS Bpa-
YeOHBIX KOMUCCUI1 O Ha3HAYEHUH 110 KU3HEHHBIM TTOKa-
3aHuUsIM npenapaToB off-label use 1o 18 er:

+ Cenexcrmar. BK Ne 5/20 ot 17.01.2023,

* MamnurenTan. BK 3/20 ot 17.01.2023,

* Cunpenadun. BK 9/28 ot 17.01.2023.
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