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Idiopathic Pulmonary Hypertension
and in Situ Thromboembolism:
A Difficult Case in Clinical Practice

Pestome

JleroyHas runepTeH3suns npeAcTaBasaeT cObOM CIOXKHBIV AN AnddepeHLnanbHON ANarHOCTUKN CUHAPOM, ABNAIOLWMIACA UCXOA0M Pa3/IMYHBIX NaToNO-
FMYeCKMX COCTOAHUI. MpU NCKAOYeHUN ABYX Hanbonee pacnpoCTPaHeHHbIX NPULMH Pa3BUTUA 1EOYHOW FMMNEepPTeH3NM, TaKMX KakK NaTo0rm NeBbIX
Kamep cepALa v TPOM603M60IMUM SIEFOYHON apTEpPUK, AaNbHENLINIA MOUCK STUONOMMM 3a4acTyH0 CTaHOBUTCA NpobieMaTuyeH. HecMoTps Ha nosse-
HVe pAja MeX/AyHapOoAHbIX Y OTeYeCTBEHHbIX PEKOMEHaLMIA, a TaKKe onpejesieHHble ycrexu B MeAnKaMeHTO3HOMN Tepanuu, JO0NroCPOYHbIN Npo-
rHO3 Yy MaLMeHTOB C IeFOYHON apTepuasbHOI runepTeHsmneli ocTaeTca HebaaronpuATHeIM. MNpeAcTaBaeH KAMHUYECKUIA Cyyalt nauneHTkn, 39 neT,
CTpajatoLLeii MAMONATUYECKO IerO4HOM apTepuanbHoM runepteHsmeit (M/1AT). MauueHTKa He MOT/1Ia BbIHOCUTb peGeHKa; BCe ee MOMbITKY, NPOAO/-
UTEIbHOCTbIO 6o/1ee 19-Tv NeT, ocTaBaAMCh 6e3ycrnellHbIMK. Y JaHHOM NaLMeHTKU Habno4an0Ck «MoA0CTPOe» TeYeHWe 1ero4HON apTepuasbHoM
rMNepTeH3Un 1 A0CTaTOYHO 6bICTPOE NporpeccrpoBaHme 3a60/1eBaHUA CO 3HAYUTE/IbHBIM YXY/LLIEHNEM KaqeCTBa XM3HK, 4TO NOBNEK/IO 3a CO60M He-
BO3MOXHOCTb BblHalLMBaHNA 6epeMeHHOCTY. TaKxe NMeNNCh NPU3HaKK, HEeraT1BHO BMAIOLLME Ha MPOrHO3, TaKne Kak HapacTaHue OAbIWKK, NoTepy
CO3HaHMs, 3HAYUTE/IbHOE CHIKEHME PaBOTOCNOCOBHOCTM 1 BbICOKas CTeMeHb /IEFOYHOM apTepuanbHOM runepTeH3um (Mo JaHHbIM 3XoKapAvorpadum
CUCTONMYECKOE AaBneHne B neroyHoit aptepun (CAJIA) coctaBuno 6onee 128 MM pTyTHOro cT0/16a). B CBA3M C HEIPDEKTUBHOCTLIO CTaHAAPTHO
Tepanum CeseKTUBHBIM UHIMBUTOPOM LmK/IOryaHo3uHMoHopochaT (UMM®) — creynduyeckon pocdogmactepassl 5-ro Tuna (®35) — cungeHa-
¢dvnoM; 6bin paccMOTPeH BapuaHT eyeHus ABOMHOMN cnelndUyeckoi Tepanmeid, 4To No3BONNIO 3MEHUTL CUTYaLIMIO, MOYYUTL NONOKUTE/IbHYIO
AVHaMUKY 1 ONpeAennTb aKyllepCKO-TMHEKOI0rMYeCKMI NPOrHO3.

Knro4deBble ca0Ba: uduonamudeckas ne204Has apmepuasbHas 2unepmeH3us, SKCmMpakopnopasbHoe ona0d00MBOpeHUE, 1e204HasA apmepus, npa-
BbIli )Kenydouek, cneyugudeckas mepanus

KoH$MKT nHTepecos
ABTOPbI 3asBAAIOT, YTO faHHan paboTa, e€ TeMa, NpejMeT 1 CoepaHne He 3aTparnBaloT KOHKYPUPYIOLMX MHTEpPecoB

McTOYHMKN PpUHaHCUpOBaHUA

ABTOpbI 3aABAAIOT 06 OTCYTCTBUM GUHAHCUPOBaHWA NPU NPOBEAEHUN NCCNeA0BaHUA
CraTba nonyyeHa 26.07.2023 r.

MpuHaTa k nybankauyum 21.11.2023 r.

Ana unTUpoBaHUA: Yc M.A, Kapnetko H0.t0. MAVMOMATUYECKASA JIEFOYHASA TUMEPTEH3MA M TPOMBO3MBOINA IN SITU: TPYAHbIN
CNYYA B KIMHUYECKOW MPAKTUKE. Apxueb BHyTpeHHeii MeauumHbl. 2023; 13(6): 466-477. DOI: 10.20514/2226-6704-2023-13-6-466-477.
EDN: ZVGHZF

*KonTakTel: Maprapura AHgpeesHa Yc, e-mail: dr.margatitaas@gmail.com
*Contacts: Margarita A. Us, e-mail: dr.margatitaas@gmail.com
ORCID ID: https://orcid.org/0000-0002-6331-4598




Apxusb BHyTpeHHel MeAuumHbl © No 6 o 2023 PA3BOP KAMHMYECKUX CAVUAEB

Abstract

Pulmonary hypertension is a complex syndrome for differential diagnosis, which is the outcome of various pathological conditions. With the exclusion
of the two most common causes of pulmonary hypertension, such as pathology of the left heart chambers and pulmonary embolism, further search
for etiology often becomes problematic. Despite the emergence of a number of international and domestic recommendations, as well as certain
successes in drug therapy, the long-term prognosis in patients with pulmonary arterial hypertension remains unfavorable. In the description of
this clinical case in a 39-year-old woman suffering from idiopathic pulmonary arterial hypertension, the main complaint of the patient was very
non-specific. The woman could not bear the child, all her attempts, lasting more than 19 years, remained unsuccessful. Even in absolutely healthy
women, pregnancy is associated with the highest risks and is a powerful “test” of the body, not to mention patients suffering from rare diseases.
The patient has a “subacute” course and a fairly rapid progression of the disease with a significant deterioration in the quality of life, which led to
the impossibility of carrying a pregnancy. There were also signs that aggravated the prognosis, such as increased dyspnea, loss of consciousness,
a significant decrease in working capacity and a high degree of pulmonary hypertension (according to echocardiography, systolic pressure in the
pulmonary artery > 128 mm Hg). Due to the ineffectiveness of standard therapy with a selective inhibitor of cycloguanosine monophosphate —
specific phosphodiesterase type 5 — sildenafil; the option of specific therapy for pulmonary hypertension was considered, which made it possible to
change the situation and bring the patient into a stable state and draw conclusions about the pregnancy.

Key words: idiopathic pulmonary hypertension, in vitro fertilization, pulmonary artery, right ventricle, specific therapy
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BNP — mo3roBoit Hatpuitypetndeckuii ropmos; FBG — ¢ubpnnoren, FV — JleiinenoBckas myrtanus rea V ¢axropa 6era-mommmentng; ITGA2 —
nnrerpuH anbga-2; MTRR — meTnonnu-cunrasa-penykrasa; MTR metnonnncunnrasa; NT-proBNP — N-KoHI[eBOIT IIPONENTH/, HATPHITYPeTHYeCKOro
ropmoHna; PAI-I — masmuHoreH-akTusatop narn6mrop-1; BKK — 610karopsr kanbimeBbix KaHanos; BPT — BasopeaktusHsiit Tect; nJIAT — uanomna-
THYecKas IeTOYHaA apTepuanbHas runeprensus; JIA — nerounas aprepus; JIAI — neroynas aprepuanbHas runepTensus, JII' — nerodnas rumnepreHsus;
JDK — nesbiit sxenygodex; JIK — merounsiit knanan; JICC — nerodnoe cocypucroe comporuienne; MPT — MarHUTHO-pe3oHaHCHas ToMorpadus;
MHO — mexpayHapomHOe HopManu3oBaHHOe oTHomenne; IIDK — mpasbiit xenygodex; CIIJIA — cucrommdeckoe aBieHye nerognoi aprepyn; TK —
TPUKyCImAanbHblit Knanas; TOJIA — rpomboamboims nerounoit aprepun; I3 — 5 — dochopuacrepasa 5-ro tuma; XTIJII — xpoHndeckas Tpombo-
aMbomuecKas erounas runeprensus; [IBJ]I — nenTpanbHoe BeHo3HOe AaBenne; NI M® — nuxnoryanosuamonodocar; 9KO — akcTpakoprnopab-
HOE OIIOf0TBOpeHMe; IPA— aHTarOHUCTHI SHAOTEMMHOBBIX perienTopos; DXO-KI' — axoxapanorpadus; 99T — anekrposuiedanorpadpusa

UTpaTh NMOTEHIMAIBHYIO POIb B (OPMUPOBAHUY JIOKAIb-
HBIX TPOMOO030B IIPY XPOHUYECKOI TPOMO0IMOOIIYECKOI
nerouHoi runeprensuu (XTIJIT) [4]. Copemennas JIAT-

AKTyaAnbBHOCTBH

Vpuonatnyeckas JlerodyHas apTepuanbHasg TUIEP-

teHsus (WJIAT) — 3To TsDKenmoe XpoHMYecKoe U ObICTPO-
Imporpeccupyiomiee 3aboneBaHue, XapaKTepU3yIolleecs
yBeJIMYeHNEM JIETOYHOIO COCY[AUCTOTO COIPOTYUBIICHNUA
(JICC) BcnepcTBUMe psiia MATOTEHETUYECKMX IIPOLIECCOB
B COCY[UCTOI CTEHKe ¥ IPUBOfsIee K 0OCTPYKTUBHOMY
peMOoJieNTMPOBaHNMIO MaJIbIX JIETOYHBIX apTepuil 1 apTepu-
on.[1] Vigmomaruyeckas jero4yHas IUIEpPTEH3Vs 3aHUMA-
€T HE3HAYNUTEIbHYI [OMI0 B CTPYKTYpe BCENl JIerOYHON
runeprensyu (JII'). MenuaHa BbDKMBAEMOCTH IIAllMeHTOB
C MJVOIATUYECKON JIETOYHOM apTEPUA/IbHOM TIUIIEPTEH-
sueit o monydeHus: JIAT-cmenndudeckoit Tepanuu co-
cTaBsAeT 2,8 1eT, a CPOKYU OT MaHMdecTaluy 3a00/IeBaHNA
IO TIOCTAHOBKYM OKOHYATEThHOTO [iMarnosa — 2-3 roma. [2].
VpyonaTnyeckas nero4Has TUIIEPTEH3UsA CUMTACTCHA «Op-
(haHHBIM» 3260/IeBaHUEM, OfJHAKO TOYHBIX SMUIEMUOIOI -
YeCKUX TaHHBIX B MIUPOBOM coobO1iecTBe HeT [6]. VI3 Mex-
IlyHapOJHBIX PETUCTPOB M3BECTHO, YTO 3a60/IEBAEMOCTD
WJIAT naxogurca B npepenax 0,9-7,6 Ha 1 MJIH. Hace/leHus,
PacIpOCTPaHEHHOCTb — B JIMaIa3oHe 5,6-26 Ha 1 MJIH. Ha-
ceneHus. TpoM603MOO/MNSA JIETOYHOI apTepUU UM TPOM-
6035l in situ MOIyT BOSHMKATh BCIEACTBME HAPYILIEHMIT
B KaCKaJle CBEPTHIBAHNUSA KPOBH, B TOM 4MC/Ie AUCHYHKIINH
SHIOTE/MMAIBHBIX KJIETOK ¥ TpoMbounrtos. Ilatonorus
TPOMOOILIUTOB 1 MPOKOATY/IALVIOHHBIE U3MEHEHNsSI MOTYT

crienuduyeckas Tepamnys HallpaB/ieHa Ha BOCCTAHOBIICHNE
HAPYILIEHHOTO 0a/jlaHCa COCYAUCTHIX MeRMATOpPOB (OKCMAa
a30Ta, IPOCTALMK/IIHA, SH/IOTE/MNHA) — [JIABHBIX IIaTOTe-
HETMYEeCKIX 3BEHbEB B Pa3BUTUM JIETOYHOI! apTeprarbHOM
runepTeHsun [3]. B kmMHMYeCKOI IpaKTUKe VICIONb3YIOT-
¢ 5 KJIACCOB IIpernapaToB: SH/IOTENMHOBBIX PEIelITOPOB
antaronuctel (9PA), wmHruburops Qocdopuscrepasnt
tuna 5 (narnburopsr ®II9-5), CTUMYIATOPBI PAacTBOPHU-
MOJ TyaHM/IATIMK/IA3bl, aHATIOTY IPOCTALMKINHA ¥ aro-
HUCTBI PELeNITOPOB MPOCTALMK/INHA [3]. ATropuTMBI Befie-
HMA MALIVEHTOB C JIETOYHOV apTepyualbHO TUIIepTEH3MEN
IIPEeJIIOIaraloT PETy/LIPHYIO OLeHKY 9 PeKTMBHOCTH IIPO-
BOAMMOTO JIEYEHNs], [OC/Ie KOTOPOIT HepenKo Tpebyercs:
3CKaJIalys Tepanuy ¢ Ha3HauYeHNeM JBYX W/IM TpeX Iperna-
PaTOB 13 PasHbIX KJIACCOB, OCOOEHHO JiIA IalMeHTOB IIPO-
MEXYTOYHOTO ¥ BBICOKOTO PUCKa JIeTa/lIbHOCTH [5, 7].

[IpencraBnseM KAMHMYECKMIT CIy4yail HalMEeHTKH
C MAMONATMYECKOI JIETOYHOI TuIepTeH3uelr, Tpom6o-
30M in Situ, MHAYUMPOBAaHHBIX BBIKMIDBIIIAMU Y [ECATHIO
IpOLefypaMyl  9KCTPAKOPIOPATbHOTO  OIUIOLOTBOPEHMS
(9KO), pedpakTepHBIX K CTAaHAAPTHOI Tepalmy Celek-
TUBHBIM HMHIMOUTOPOM  IIMKJIOTyaHO3MHMOHOQoOCdaTa
(u'M®) — cnenuduyaeckoit pochoamacrepaspr 5-ro Tnma
U DMy peTUKAMIL.
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2004, 2006, 2009 22 -
3amepIime
OCpEeMEHHOCTH

qaemo 20202 - BiepBbIe
MOSIBIIEHHE
CHHKOITAJIbHBIX
COCTOSIHMY, CHU)KEHUE
TOJICPAHTHOCTH K
(m3mIeCcKOl Harpy3Ke

gespans 20212 - 4-oe
OKO, BBISBICHBI
N3MEHCHHS TCHOB
TpoMOODUINH, My TAITHS
Jletinena

Pucynox 1. Xpononozust cobvimui

28.03.20232 - mepBoe
oOpamenne K
kapauonory B BOKB Nol

9KO, rucrepockonws,
3HAYUTENFHOE YXYAIICHHE
COCTOSIHUSI, TIOSIBIICHUE
OJIBILIKH B TIOKOE

nemo 20212 - Ha
9XO-KI" Bnepsrie
BBISIBJICHO
yBEIHUEHHE MPaBbIX
OTJEIIOB CepALa

30.03.20222 -
rocrranusanus B KXO ¢
nuarao3om JIT,
WHUIAANNS TSPATTHH
TUYPETUKAMHA U
cuneHaduIoM

4.05. - 20.05.2022-> -
rocunutanu3anus B PI'bY
«HMMUIIK um. ak. E.N.
YazoBay , HOCTaHOBKaA
muardosa JIAI'

31.10.2022 2 -
OKOHYaHHE TUTPALHN
1103 MIPETaparos,
3HAYNTEIHHOE
yITydIIeHre
CaMOYyBCTBUSI

TIpumeuanme: BOKB Ne 1 — Boponeskckas obmactHas Kiuandeckas 6onpauia Ne 1, KXO — kapanoxupyprudeckoe oraenenue, JJAT — jerounas aprepuanbHas IUIepPTEH3N,
JIT — nerounas runeprensus, HMUIIK — HalmoHambHbI MESUIIMHCKIIT HCCIeOBATEIbCK I LIeHTp Kappuonoruu, PI'BY — denepanbHoe rocyapcTBeHHOE G107 KeTHOE
yupexpenne; 9KO — akcrpakopnopasbHoe onnogorsopenue, 9XO-KI' — axokapanorpadus

2004, 2006, 2009 -
missed pregnancies

summer 2020 - first
appearance of syncope,
decreased exercise
tolerance

February 2021 -4 in
vitro fertilization, changes
in thrombophilia genes,
Leiden mutation were
detected

Figure 1. Chronology of events
Note: ECHO-KG — echocardiography

28.03.2023 - the first
appeal to a cardiologist in
hospital

in vitro fertilization,
hysteroscopy, significant
deterioration, dyspnea at
rest

summer 2021 - ECHO-
KG for the first time
revealed an increase
in the right parts of
the heart

30.03.2022 -
hospitalization with a
diagnosis of pulmonary
hypertension, initiation of
therapy with diuretics and
sildenafil

4.05. - 20.05.2022 -
hospitalization in the Federal
State Institution ak. E.l.
Chazov, diagnosis pulmonary
hypertension

31.10.2022 - the end
of the titration of
doses of drugs, a

significant
improvement in well-
being
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ITpoBemeH peTpOCHEKTUBHBIA aHAIU3 aMOYIaTOPHOI
M CTAllYIOHAPHOM KapT IALMEHTKM C JIETOYHON apTepu-
a/IbHOM runeprensueil. 28 mapra 2022r. BriepBble Ha M-
éM K Kapamonory B BopoHexckmit 06/1acTHOI KapAnoso-
rudecKuit aucrnancep (Ha 6ase BIOIPKeTHOTO yupeXX/ieHV
3IpaBOOXpaHeHMs BopoHexckoit obmactn «BopoHeXCKoi
00671aCcTHOM KIMHNIECKOI 60/mpHMIbl Ne 1») 6bl1a Hampas-
7eHa >KeHIIMHA 39-Tu neT u3 BlompkeTHOro y4dpexpeHus
3IopaBOOXpaHeHNs BopoHexckoit obmactn «BopoHeXCcKoi
TOPOACKOI KIMMHIYeCKOI 60mbHUIIBI Ne 11», rie Bpaun mep-
BMYHOTO 3B€Ha IO TePPUTOPUATbHO-YIaCTKOBOMY IPUH-
LIy 6e3yCIeNIHO IbITATNCh KOHTPOINPOBATh COCTOSTHIE
nanueHTKu. (pucyHok Ne 1) JKeHmyHa npembsABIsAna Xa-
7100bI, MOSIB/ICHVIE OJIBIIIKY IIPU HOgbEMe Ha 3-4 CTyIeHn
(1 mecTHUYHBI MPONET), IPK MPOXOXKAEHUN IO TIPSIMOIT
MeCTHOCTY 710 10 M, mpy OGBITOBBIX Harpyskax, Ha OTEKM
HOI, TOJIOBOKPY)XeHue, KojebaHye apTepuagbHOrO AaB-
neHns ot 140/90 MM pT. cT. 1o 90/70 MM PT. CT., SIU3OADI
PUTMUYHOTO y4aléHHOro ceppuebuenus 90-100 ymapos
B MMHYTY, 3IM30/Ibl IOTEPY CO3HAHU.

Anamues  3abonesanus: cuuraeT ceba  GONMBHOI
€ 2009 ropa, IMocyie TPeThero BhIKM/bIIIA (OTMeYasIa IpeCcyH-
KOIIa/IbHbI€ COCTOSIHUA: TO/IOBOKPY>KEHNE, «3a/I0KEHHOCTb»
3aTpliKa). C ymeta 2020r BO3HUKIIM PefKye CYHKONA/IbHbIE
cocToAHNA (HeCKOIBKO pas3 B Iof) pu GU3NYecKUX Harpys-
KaX, HaK/IOHaX BIIEpe]], B YCIOBMAX >KapKoii morogbl. ITpn
o0cenoBaHMy, 110 JAHHBIM MarHUTHO-PE30HAHCHOI TOMO-
rpadun (MPT) romoBHOro Mo3ra u snmeKTposHiedanorpa-
¢um (33T) naTonoruu BBLABIEHO He ObITI0, HO HEBPOIOTOM
YCTaHOBJIEH JMarHO3 CHMHKOIIAJIbHBIX COCTOAHMII C CyJO-
POXKHBIM KOMIIOHEHTOM Ha (DOHe apTepuanbHOI IUIOTEeH-
3uM ¥ runepBeHTANUN. C 3TOTO ke BpeMeHM TMaljieHTKa
OTMETH/IA HEKOTOPOE CHIDKEHIUE TOJIEPAHTHOCTU K (usn-
JecKuM Harpyskam. B despane 2021r Bo Bpemst 4-oit 6epe-
MEHHOCTY (HAaCTYNMBILIEJ HOC/Ie IPOLERypbl 9KCTPaKop-
nopanpsHoro omnogorsoperus (9KO)) mpu obcnenoBannu
BBIABJICHBI M3MEHEHNUs MoMMMopdusMa reHoB TpoMbodu-
iy, MmyTanus Jlelifiena, HasHaYeHa Tepanusa SHOKCalapu-
HOM HaTpys, alleTU/ICA/IMLINIOBOI KucmoToit. Ho Ha cpoke
15-16 Hemenp mpousoluien BuIKubi. o mekabps 2021r
6p110 8 Heygaunsix nonsTok IKO. Jlerom 2021r npy mra-
HOBOM 00CTIelOBaHNMN Ha 9XOKapauorpadum énepevie Bbl-
SBJIEHO yBe/IM4YeHJe IIPaBbIX OTHENIOB cepala. B pmexabpe
2021r 6b11a IPOU3BEHEHA 9-51, TIOIBITKA SKCTPAKOPIIOPAID-
HOTO OIJIOIOTBOpeHM:A. B sHBape 20221 BBIOTHEHA TVICTe-
pockonus, MoCje 4ero ManyeHTKa OTMeYana 3SHaYuTebHOe
YXYJILIEeHNe COCTOSHMA, Y4allleHle CMHKOIAa/IbHBIX COCTOsA-
Huit (¢ AHBaps mo Mapt 2022r — 5 pas), yCuIeHue OfbIIIKI
(cTasa BO3HMKATD NPV MUHMMA/IbHBIX HAarpy3Kax — IIOBO-
POTax TY/IOBUIIA B IOCTENN), IIOSIBIEHNE OTEKOB HOT.

AHamHe3 HuU3HU: HACENCTBEHHOCTh IO CepeYHO-CO-
CymucTbiM 3aboneBaHMsAM He otsroueHa. COIyTCTBYIO-
mue 3a00/NeBaHMA: HAC/IENCTBEHHas MHOrOQaKTOpHAsA
tpombodumss, OOyCTIOBIEHHAsT MyTalusIMU B TeHax
JleitmenoBckoit MyTtanuu V ¢axropa 6OeTa-IOMUIIENTIAA
(FV) rereposurortHas ¢opma, MermonmucuHTassl (MTR)
reTeposuroTHass  (opMma, MeTMOHUH-CHHTa3a-pegyKTa-
3p1 (MTRR) romosurorsas ¢opma, ¢pubpunorena (FBG)
reTeposUroTHass Gopma, IJIa3MVHOIE€H-aKTMBATOpP VHIU-
6uropa-1 (PAI-I) rereposuroTHass popma, MHTETPUH aflb-

¢a-2 (ITGA2) romosurorHast popma (BbisiBieHbI B 20201
BO BpeMs 4eTBEPTOIl MPOLEefyPbl KCTPAKOPIIOPATLHOTO
OIUIOfOTBOPeHsT). VI3 COMyTCTBYIOIIE [TATO/IOT MY Y TIAL-
eHTKI HaOJIIOf[a/ICsI TOBEPXHOCTHBII TACTPUT, PEAKTUBHBII
ILyOZieHUT, 930darnt. CUHPOM 00CTPYKTUBHOTO aITHO3 CHa
JIETKOJI CTEIIEHN BBIABJIEH B ampesie 20221 1o TaHHBIM Kap-
IMOPECIMPATOPHOTO MOHMTOPUPOBaHUA. XPOHMYECKUII
Ay TOMMMYHHBI TUPEOVINT B CTA[MI KOMITeHcayu (tepa-
A 9y Tupokcom 125-150 mxr/cyTxn). [Tocrie 6e3ycrernHbix
CaMOCTOSITEIbHBIX IOIMBITOK 3abepeMeHeTb UM BBIHOCUTH
pebenka (B 2004, 2006, 2009 rr. — 3amepiune OepeMeH-
HOCTY Ha CpoKe 5-6 Hepenb), manyeHTka ¢ 2020 go 2022rr
IPOXOAiW/Ia JedeHre B BIofPKeTHOM yupexJieHNe 3[paBo-
oxpaHeHUA Boponexckoit o6mactyt «BopoHeKCKOM LieHTpe
OXpaHbI 3[I0POBbsI CEMbU 1 PEIPOAYKIINI», Tie MAIIIeHTKe
poBey 9 Ge3pe3yIbTaTUBHBIX IONBITOK IIPOLEAYPbI IKC-
TPAKOPIIOPAIbHOTO OIUIOROTBOpeHuA (¢ deBpans 2021r o
stHBapb 2022r). AJIepronornyecKuii aHaMHes: pasBUTHE
orexa KBuHke mpu npueme nedrpuakcona (B gercrse) Ty-
6ep1<y11'é3, rerraTuthl B, C, BUpyc nMmmMyHOmedMLIUTA YeoBe-
Ka, Tid, naparud, caxapHblit guabeT, ncopuas, OHK03ab0-
NeBaHMsI — OTpuliaet. [eMoTpaHcdysnn He IIPOBOANIINCH.
KypeHnue u npuéMm ankoross OTpuiiaer.

ITocne aMOymaTOpHON KOHCYIbTALMy —Kapfuoiora
(28.03.2022) B cBA3M C yXyALICHNMEM COCTOSHINA IAL[IeHTKA
6blTa HalpaB/IeHa Ha IPOBefieHe KOMIIbIOTEPHO-TOMOTPa-
¢udeckoit anruorpauy, Mo JaHHBIM KOTOPOII ObUIM BBI-
SIBJIEHbl HPUSHAKU TPOMOOSMOONMY JIETOYHON apTepun
(TOJIA) menxux BeTBeli ¢ 06eux cropoH. IlanyenTtka 6bi1a
FOCINTA/IM3NPOBAHA B OT/ENIEHNE XUPYPIMM IIOPOKOB
ceppua bromkeTHoro yupexxjenus sgpaBooxpaHeHnus Bo-
poHeXXcKoi obmactu «BopoHeXckoit 061acTHOM KIMHMU-
geckoit 6ompHUIBI Ne 1» ¢ mmarHozom «Tpomb6oambonms
MENKMX BeTBell jeroynoil aprepuu (30.03.2022r). Hepmo-
CTaTOYHOCTb KpoBooOpamjeHusa 2A. DyHKIMOHAIbHBIN
Kmacc 3. Boicokas yeroynas runeprensus. Ilomumopdusm
reHoB TpoMboduanu (HacmencTBeHHass MHOrogaxTop-
Hasg TpoM6OGuINs, 0OYCIOBIEHHAs MyTaLMsIMI B T€HAX
JleiimenoBckoit mytauyn V dakropa Gera-monnmentuna
(FV) rereposurornas ¢opma, mernonnucuuTassl (MTR)
rerepo3nurorHass (opMa, MeTMOHWUH-CHHTA3a-PefyKTa-
3ol (MTRR) romosurorsas ¢opma, ¢ubpunorena (FBG)
reTepo3nurorHast (popMa, IUIA3MIHOTEH-aKTUBATOP WHIM-
6utopa-1 (PAI-I) rereposurorHas ¢opma, MHTETPUH a/lb-
¢da-2 (ITGA2) romosurorHas ¢opma)», e HAXOLUIACH
¢ 30.03 mo 06.04.2022r. Ha ¢donHe mHuUIManmm B CTanuo-
HAPHBIX YCIOBMAX JUYPETUUECKON Tepamuu (TopaceMup
5 Mr/CyTKH, CIMPOHIAKTOH 50 Mr/cyTkm) u crenudmnde-
cKkoil Tepammu (MHIMOUTOP IMKIOTyaHOSMHMOHOGOC-
dar — crmeunduyeckoit pocdopmscTepassl 5-ro THUNA
(cunpenadw) mo 20 mr 3 pasa/cyTKu) IHalMeHTKa OTMeda-
Jla KPaTKOBPEMEHHOe yIydlleHNe caMo4yBcTBusA. HasHa-
JyeHa aHTUKOAry/lIATHas Tepamus BapdapuHoMm. OnepaTns-
Hoe jiedeHre TpoM60amboun erouroit aprepun (TIJIA)
He TpoBOAWIOCh. IlanueHTKa Obla KOHCY/IBTHPOBaHA
ITy/IbMOHOJIOTOM, HEBPOJIOrOM, COMHOIOroM. Ilo pexomeH-
[alyy Bpada-IIyJIbMOHO/IOTA MAI[IeHTKa OblIa HAaIlpaBjIeHa
Ha KoHcynpTauuio B ®I'BY «HMMUII kappuonorny mmMmeHn
akagemuka E.JI. Yasosa» Munucrepcrsa 3paBooxpaHe-
Hus Poccuiickoit @enepannn (r. MockBa) (OTHes 1erouHoi
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IUIepTeHs3un) Jist mpoBeneHns nrddepeHnnanpHOIM aua-
rHocTvky MJIAT u XpoHmdeckoit TpoMO0IMOOITIecKoit
nerouHoit runeprensun (XTIJIT) (tabnuua 1) u Koppek-
LA JTeYEH V.

[Tammentka Haxommmack B OPI'BY «HMMUI] um. ak.
E.N. YazoBa» Munsgpasa Poccun, rie nanyeHTKa HaXoiu-
mach ¢ 04.05. mo 20.05.2022r, rje mpouia caefyomuie 1a6o-
paTOpHbIE U MHCTPYMEHTAJIbHBIE MCCIIEOBAHNS:

O6mmit anamms kpoeum ot 05.05. 2022 ropa: smeit-
korutel — 9,8x10°/m (N:4,8 — 10,8); Heitrpodu-
nel — 5,3 teic./mMxn (N: 1,9 8,0); numdonurer —
3,5 teic./mMxn (N:0,9 — 5,2); moHounutsl — 0,75 THIC./MKIT
(N: 0,20 — 1,00); s03un0oduasr — 0,14 ThIc./MKT (N:0,00 —
0,80); 6azodmner — 0,05 teic./mxn (N:0.00 — 0,20);

spurporutel — 4,36x10"*/m (N:4,20 — 5,40); remoryo-
6uH — 12,80 r/mm (N: 12,00 — 16.00; rematoxput — 37,6 %
(N:37,0 — 47,0); cpenunit o6bem spurporuta — 86,2
(N:81,0 — 99,0); cpenHee comepkaHye reMOrmoOMHa —
29,4 ur (N:27,0 — 31,0); cpenHsist KOHLIEHTPALS TeMOIJIO-
6nHa B sputpounte — 34 r/mgn (N:33 — 37); koadduiment
aHmM3oTponuu apurporutos — 14,5% (N: 11,5 — 14,5);
tpomborutel — 345 x10°/n (N:130 — 400); cpemumit
o6bem TpombounTa — 10,3 ¢ (N: 7,2 — 11,1); Tpombo-
kput — 0,34 % (N:0,02 — 1,00).

Buoxummdecknit ananus kposu ot 05.05.2022 r.: 6unn-
py6un obmmit — 25,7 mxmonb/n (N: 1,7 — 20,5); kammit —
4,4 mmonn/n (N:3,5 — 5,3): xmop — 108,0 mmornn/n (N:98,0 —
108,0); matpuit — 139,0 mmonn/m (N: 138,0 — 153,0);

Ta6nuya 1. Knaccupuxayus necounoii zunepmen3uu, Heo6x00UMAs 075 CMaHOAPMU3aAUUY OUAZHOCULECKUX

U 1e4eOHbIX N00X0008

I'pynma 1
JleroyHasi aprepuanbHas
runeprensus (JIAT)

I'pynna 2

JIT, cBsAA3aHHAaA

C IIATOIOTMel IeBBIX
KaMep cepaia

I'pynna 3

JIT, cBsAA3aHHAaA

C IaTONIOTMel TerKux
¥/VITU TUIIOKCHeT

I'pynna 4
JIT BcmepcTBIE 0OCTPYK-
LV IETOYHBIX APTePHit

I'pynma 5
JIT HeM3BeCTHOTO MIN
CMEIIaHHOTO reHes3a

OTHOCUTCSA K YUCTTY OpaHHbx 3ab0IeBaHMIL.

Knmuuyeckne npyusHaKu: MalMeHThl MOJIOXKe, CeMEITHbI aHaMHe3, GaKTOPbI PUCKa, aCCOIMMPOBAHHBIE 3a00/IeBaHMA
(cucremHbIe 3a60/1EBAHNS COMHNTEIBHOI TKAHMU, BPOXK/IEHHbIE TOPOKM, BUPYC MMMYHOeQUIINTA YeTIoBeKa U [ip.)
OKT: TIoBOpOT 3/eKTpIyueCKoil 0cu BIpaso, runeprpodus ITK.

9XO-KT': mpaBblii >kenyoueKk — yBeInyeH, paBoe Mpeficepue 60blie 1eBOTO MPeicePAs, MeXOKeNyJ0YKOBa L
HeperoposiKa — Iporub BIeBo, TPaHCMUTPAIbHbI KpoBoTOK E/A <1, jonmieporpaMma aTepaabHOTO CerMeHTa
¢$ubposHOro KonmbIa MUTpanpHOro Kaamana E/Em <8.

PeHTreHOrpaMMa OpraHOB I'PYLHOI KJIeTKI: yBe/IdeH e IPaBbIX KaMep, paclipeHa Iero4Hast apTepus, obeHeH e
JIETOYHOTO KPOBOTOKA Ha nepudepuim.

buomapkepsr: BNP/NT-proBNP — nmosbrmres.

CumHTurpadus nerkux nepdy3noHHas B COYeTAHNUN CO CLUHTUTPad et IETKUX BEHTU/IALIVIOHHOII: UCIIOIb3YeTCst
s ucknoderns XTOJIT.

UpesBeHO3Has KaTeTepu3anus CepAlla: JaBleHNe 3aK/TMHUBAHNA JIETOYHOI apTepun < 15 MM pT. CT., TeTOYHOe-
COCYJIMICTOE CONPOTUBIeHNMe >3 efi. Byna, quacTonmyuecknit My 1IbMOHA/IbHbII I'PaJIUEHT >7 MM PT. CT.

Jleyenne: nmeeM npaBo HazHaunTh JIAT-criennduyeckyo repanuio (Ho Tonbko nJ/IAT BKIr0UeHa enepanbHbIi
nepedeHb oppaHHBIX 3a60/IeBaHMIT).

KinmHndeckue npyusHaKiy: MaIMeHThI CTaplile, apTepuajbHas IMIePTeHs1, caxapHblii guabet, IBC, nHaeKxc Maccel
Tenma >30Kr/M?, KIMHMYECKAsA KaPTIHA 3aCTOMHOI CeP/ledHOI HeJJOCTaTOYHOCTH, CepieuHas acTMa/OTeK JIETKIX

B aHAMHe3e, OPTOIHOI.

KT IIoBOpOT 3/1eKTpMYeCKOIi 0CK BIeBO, runeprpodust DK, pubpumsnus npepgceppuii.

9XO-KT: mpaBblii )kemyouek — MOXKeT ObITh yBeIYeH, IeBOe IPeJicepie — yBeINIeHO, MeXOKeNy0YKoBas
Ieperopofka — mporu6 BIpaBo, TPAaHCMUTPaIbHbIL KpoBoTOK E/A >1, [lonnaeporpaMma TaTepasbHOTO CETMEHTA
$ubposHOro Kojbla MUTpanpHOro Kaamana E/Em >10.

PenTrenorpaMma opraHoB I'PYIHON KIETKN: 3aCTOMHbIE M3MEHEHNUA B IETKMX, TuHUN Kepyu, TI/ieBpanbHbIl BBITIOT,
yBenuueHue 1eBbIX KaMep Cepylia.

buomapkepsr: BNP/NT-proBNP — mosbruren.

CumHTUrpadu merkux nepdy3noHHas B COUETAHNN CO CLMHTUTPad et IeTKIX BEHTUIAIIVIOHHOI: NCIIONb3YeTCs
st ucknodenns XTIJIT.

YpesBeHO3Ha:A KaTeTepyusalnA Ceplla: JaBeHVe 3aKTMHIBAHNA JIETOYHOI apTepyn >15 MM PT. CT., AMACTONNIECKMIT
IybMOHANBHBIN TPAINEHT <5 MM PT. CT.

ITpuumHbL: XpOoHMYeCcKas 06CTPYKTUBHAs 60Ie3HDb JIeTKMX, MHTEPCTUIMANIbHbIE 3a00/IeBaHUS TETKNX, APYTHe
3a60/1eBaHNUA IETKMX CO CMEIIAHHBIMY PECTPUKTUBHBIMYU ¥ OOCTPYKTMBHBIMIU HAPYIIEHUAMY, TUTIOKCUSA DU
orcyTcTBIM 3a60/I€BAHNIT IETKIX, HAPYLIEHN s AbIXaHMsI BO BPEMsI CHa, CHHAPOM a/1bBEO/IAPHON TUIIOBEHTUIALIUM,
BBICOKOTOPHA IETOYHAA TUIIEPTEH3M A, AHOMATUY Pa3BUTHA IETKNX.

ITpumensercs cuHTUrpadus nerkux nepdysuoHHas B COYCTAHMN CO CUMHTUTPpAMeit TETKMX BEHTU/IALMOHHOI.

ITpuunHbL: XpoHUdeckas Tpomboambonnyeckas JIT, Apyrue o6CTpyKL MM IeTOYHOI apTepyun (AHIMOCapKOMa, APpyTHe
BHYTPUCOCY/IMCTBIE ONIYXOJIN, apTEPUNT, BPOXK/IEHHbIe aHOMaINI, TapasuTapHble 3a00/IeBaHN )
ITpuMenserca cuuHTUTpadus nerkux nepdysnoHHas B COYETAHNN CO CLIMHTUTPad et T1erknX BeH TUIALMOHHOI.

TIpudMHBL: TeMaToIorndeckue 3a60meBaHs (XPOHNYECKas TeMOMUTIHYECKa st aHEMILS, MUETONpPOonindepaTHBHbIE
3a60/1eBaHUSI, CITIEHIKTOMMST), CUCTEMHBIE HapyIIeH Vs (CAPKOMI03, IETOUHbII TUCTUOLITO3,
uMbaHIMONEIOMIOMATO3, Hellpod16poMaTos, BACKYIUTbI), META0OINYeCK e HaPYLIeH s (ITINKOT€HO3BI,
6omesns lomre), apyrue (omyxoseas 06CcTpyKuys, GuOpO3UPYIOLNIT MEAMACTUHNIT, XPOHIYECKas OYedHAS
HeZJ0CTATOYHOCTD, cerMeHTapHast JIT'), CIO>KHbIe BPOXKAEHHbBIE TIOPOKI CEPALIA.

Ipumeuanne: BNP — mosrosoii Harpuitypernyeckuii ropmos, NT-proBNP — N-koH1eBOJi IponentTus Harpuityperudeckoro ropMona, IBC — umemundeckas 6onestn

cepaua, VIJIAT — npnonarideckas 1erounas apTepuanbHas runeprensus, JIAI — nerounas aprepuanpaas runepTensus, [IDK — mpassiit xenygodex, XTI/II — xporndeckas
TpoMboambonnyeckas nerounas runeprensus, IKI — anexrpokapauorpadus, IXO-KT — sxoxapauorpadus [C. H., Bap6apam O.JI., Baytun A.E. u ip. JlerouHas runepTeHsus, B ToM
YC/Ie XpOHIYecKas Tpomboambonnyeckas nerounas runeprensns. Knuunyeckue pekomergannu 2020. Poccuiickuit Kapguonorndeckuit xxypua. 2021; 26(12): 4683. https://doi.
org/10.15829/1560-4071-2021-4683].
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PA3BBOP KAMHMYECKUX CAVIAEB

kpeatHuH — 74,1 mxmonb/nm (N:50,0 — 98,0); xammit —
4,7 mmons/n (N: 3,5 — 5,3): xmop — 106,0 Mmornb/m (N:98,0 —
108,0); Harpumit — 142,0 mmonb/m (N: 138,0 — 153,0).

Omnpepenenne  JI-Jlumepa  KOMMYECTBEHHOTO  OT
05.05.2022 r.: I-Tumep — 0,47 mxr/mn (N:0,00 — 0,50).

Omnpepenenne NT-proBNP (N-koHIeBoit mporen-
TUJ HATPUITypeTMueckoro ropmona) ot 05.05.2022):
1 893,0 nir/mn (N:0,0 — 150,0).

Koarymorpamma ot 05.05.2022 r.. mpoTpoMOMHOBOE
Bpems — 18,4 cex (N:5,0 — 15,0); MeXXyHapORZHOE HOP-
Mann3oBaHHOe oTHoureHne — 1,66 (N:0,80 — 1,27); mpo-
tpombuna o Ksuxy % — 49,0 % (N:70,0 — 130.0).

Koarynorpamma ot 09.05.2022 r.:. mpoTpoMOuHOBOE
Bpemsa — 28,5 cex (N:5,0 — 15,0): MexyHapoiHOE HOp-
ManusoBaHHoe oTHomeHne — 2,50 (N:0,80 — 1,27) (manu-
eHTKa IIo/1y4aja BappapyH B 03e 5 MT).

O6mmit (knmmHmyeckmit) anaaus moun ot 05.05.2022 1.
IIBeT — >XenTas; KUCIOTHOCTh — 5,5/cmabo — Kucnas
(N:5,0 — 7,0); 6enox — 0,10 r/1; rmoxkosa — 0,3 MMOIb/T

(N:0,0 — 0,8); KeTOHOBbIE Te/la — OTPULIATEIBHO MMOJIb/JI
(N:0 — 1); Gunupy6uH — OTPULIATEIBHO; YPOOMTNHOTEH —
0 MxMosb/n (N:0 — 34), snurenuit mockuit — 1 Kner/mki
(N:0 — 28); nevikouutsl — 10 Jleit/MK/1; 9pUTPOLNUTHI HEU3-
MeHEeHHble — 4 OP/MKIJI; CIM3b — HEMHOTO B I107I€ 3PEHNS;
Ynenbnbii Bec — 1 023; [TpospadHOCTh — IOMHAA.

AnexTpokapanorpamma ot 04.05.2022 r.: cuHycoBas Ta-
XUKapIMA C 4YaCTOTOM CepAieYHbIX COKpaenuit 109 ynapos
B MuHYTy. OTK/IOHEHNE 3/IeKTPUIECKOI OCH CepAlia BIIpa-
Bo. IIpusHaky M3MeHeHUs MMOKapfia BCIENCTBME IMIIEp-
TpOoGUIM IIPaBOTO >KeMyL0YKa.

PenrreHorpadusi OpraHOB TIPYAHON KIETKM OT
05.05.2022 r.: u3SMEHEHNA COOTBETCTBYIOT BBICOKOI apTe-
PpUaNbHON JIETOYHON TUIIEPTEH3UM. YBENIMYEeHMe IPaBbIX
OTJIe/I0B cepAla. Pacmmpenne HemapHOI BEHBL.

Oxokapamorpadus (M- m B-pexxum, 1BeTOBOE [OI-
IUIEPOBCKOE  KapTuMpoBaHue,  pomiieporpadus)  or
16.05.2022 r.: pacimpeHe IpaBbIX KaMep cepAilia C IIpU3Ha-
KaMI Ieperpysku mpasoro sxenypouka (IDK) masmeHueMm.

Table 1. Classification of pulmonary hypertension, necessary for the standardization of diagnostic and treatment approach

Group 1
Pulmonary arterial
hypertension

Group 2

Pulmonary hypertension
associated with
pathology of the left
chambers of the heart

Group 3

Pulmonary hypertension
bound with lung disease
and/or hypoxia

Group 4

Pulmonary hypertension
due to obstruction of the
pulmonary arteries

Group 5

Pulmonary hypertension
of unknown or mixed
origin

Refers to the number of orphan diseases.

Clinical features: younger patients, family history, risk factors, associated diseases

ECG: Rotation of the electrical axis to the right, hypertrophy of the pancreas.

ECHO-KG: the right ventricle is enlarged, the right atrium is larger than the left atrium, the interventricular septum is
deflected to the left, the transmitral blood flow is E/A < 1, the Dopplerogram of the lateral segment of the fibrous ring of
the mitral valve is E/Em < 8.

X-ray of the chest organs: enlargement of the right chambers, dilated pulmonary artery, depletion of pulmonary blood
flow in the periphery.

Biomarkers: BNP/NT-proBNP — increased.

Perfusion lung scintigraphy in combination with ventilatory lung scintigraphy: used to rule out chronic
thromboembolism.

Transventional cardiac catheterization: pulmonary artery wedge pressure < 15 mm Hg, pulmonary-vascular
resistance> 3 units. Wood, diastolic pulmonary gradient >7 mm Hg.

Treatment: we have the right to prescribe specific therapy (but only idiopathic pulmonary

hypertension is included in the federal list of orphan diseases).

Clinical features: older patients, arterial hypertension, diabetes mellitus, coronary artery disease, body mass index >
30 kg/m?, clinical picture of congestive heart failure, history of cardiac asthma/pulmonary edema, orthopnea.

ECG: Rotation of the electrical axis to the left, left ventricular hypertrophy, atrial fibrillation.

ECHO-KG: the right ventricle can be enlarged, the left atrium is enlarged, the interventricular septum is deflected to
the right, the transmitral blood flow E/A > 1, Dopplerogram of the lateral segment of the fibrous ring of the mitral valve
E/Em > 10.

Chest X-ray: congestive changes in the lungs, Kerley lines, pleural effusion, enlargement of the left chambers of the heart.
Biomarkers: BNP/NT-proBNP — increased.

Perfusion pulmonary scintigraphy in combination with ventilatory pulmonary scintigraphy: used to rule out chronic
thromboembolism.

Transventional cardiac catheterization: pulmonary artery wedge pressure > 15 mm Hg., diastolic pulmonary gradient
<5mm Hg.

Causes: chronic obstructive pulmonary disease, interstitial lung disease, other lung diseases with mixed restrictive
and obstructive disorders, hypoxia in the absence of lung disease, respiratory disorders during sleep, alveolar
hypoventilation syndrome, high-altitude pulmonary hypertension, abnormal development of the lungs.

Perfusion lung scintigraphy is used in combination with ventilation lung scintigraphy.

Causes: chronic thromboembolic pulmonary hypertension, other pulmonary artery obstructions (angiosarcoma, other
intravascular tumors, arteritis, congenital anomalies, parasitic diseases)

Perfusion lung scintigraphy is used in combination with ventilation lung scintigraphy Treatment:
thromboendarterectomy is indicated for patients with chronic thromboembolic pulmonary hypertension.

Causes: hematological diseases (chronic hemolytic anemia, myeloproliferative diseases, splenectomy), systemic
disorders (sarcoidosis, pulmonary histiocytosis, lymphangioleiomyomatosis, neurofibromatosis, vasculitis), metabolic
disorders (glycogenosis, Gaucher disease) and others.

Treatment: more often surgical — thromboendarterectomy, atrial septostomy is indicated for patients with valvular
heart disease.

Note: BNP — brain natriuretic peptid, ECG — electrocardiography, ECHO-KG — echocardiography, NT-proBNP — N-terminal pro-brain natriuretic peptid. [Avdeev S.N.,
Barbarash O.L., Bautin A.E,, et al. 2020 Clinical practice guidelines for Pulmonary hypertension, including chronic thromboembolic pulmonary hypertension. Russian Journal of
Cardiology. 2021;26(12):4683. https://doi.org/10.15829/1560-4071-2021-4683].
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Pacimpenne cTBomna nerovnoit aprepun u ee Betseit. Ppak-
A BeiOpoca 60% (o Cumrcony). Immeprpodus muo-
Kappa npasoro xenypouka (IDK). Boicokas aprepuanbHas
nerouHas runepreHsus (94-99 MM pr. ct.). Cuctomrdeckas
¢yukunma npasoro xenygouka (IDK) ymepeHHO cHipKeHa.
HepocraroynocTs Tpukycnmpanpaoro kinanana (TK) 2-3 ct.,
nerounoro knamnana (JIK) 1-2 ct. IIpusHaxy yMmepeHHOro 1o-
BBIIIEHNs IIEHTPAIbHOrO BeHOo3Horo jianenus (LIB/I). He-
00/IBIII0E KOIYECTBO XIKOCTI B IO/IOCTY TIEPUKAPAA.

YIbTpasByKOBOE MCCIeNOBaHMe OPIOIIHOM ITONOCTI OT
05.05.2022 r.: pasmephl IIeYE€HM HECKOJIIbKO YBEIMYEHBI 32
cYeT TO/LVHBI 1€BOI Jonu. PasMmeprl ceneseHkn B npefie-
JlaX HOPMBL. YMepeHHble NudQysHbIe M3MEHEHNs TapeH-
XVIMBI TIe4eHY, MTOIPKETYJOUHOI JKe/le3bl. YIbTPa3ByKOBbIE
IIPM3HAKM BEHO3HOIO 3aCTOSl B CUCTEME HIDKHEN II0/I0M
BEHBI. Y/IbTPa3BYKOBBIX JAaHHBIX 32 IOPTAJbHYI TUIep-
TEH3MI0, aCIIUT He MOJY4YeHO. Y/IbTPasByKOBbl€ IMPU3HAKN
XPOHMYECKOTO Ka/IbKY/I€3HOTO XONIELMCTHTA.

XonrepoBckoe MoHuTOopuposanue IKI or06.05.2022 .-
07.05.2022 r.: 3a BpeMA CYTOYHOTO MOHMTOPUPOBAHUA
3/IEKTPOKapAMOTPaMMBbl PETUCTPUPYETCA CUHYCOBBI PUTM
CO CpefHell 9acTOTON CepAeYHbIX coKpauenuit 90 ygapos
B MUHYTY (MIHMMA/IbHAS 4aCTOTA CEPAEYHbIX COKPAIIeHNUI
70 ymapoB B MunHyTy B 04:30, MakcuManbHasg — 133 ygapos
B MUHYTY B 12:19). 3aperucTpupoBaHO: 2 XemyJOIKOBBIX
9KCTPACUCTO/NDI, efVHNYHAS Ha/KeTyJOuYKOBasA 9KCTPach-
crona. Ha poHe n3HavanpbHO M3MEHEHHOI KOHEYHOIT YacTu
JKETyJOYKOBOT'O KOMIITIEKCA, OLIEHUTD JMHAMUKY CEerMEHTa
ST He mpeyicTaB/IACTCA BO3SMOYKHBIM.

CrnupoMeTpus ¢ KOMIIBIOTEPHO 06pabOTKOI JAHHBIX
oT 06.05.2022 r.: >KM3HEHHAsl €MKOCTD JIETKUX M IIOKa3are-
JIV TIPOXOZIMMOCTY IbIXaTeTbHbIX ITyTell BbIIIe BO3PACTHOI
HOPMBI.

DoKycrpoBaHHOE YIbTPa3BYKOBOE MCCIEfOBaHMeE IIe-
pudepuuecknx aprepuit ot 11.05.2022 r.: aTepocKIepoTHU-
JeCKIX O/Is111eK COHHBIX apTepPUIT He BBISB/IEHO. ATepOCKIIe-
POTMYECKUX OJIAIIeK 6e[peHHBIX apTepuii He BBLABIICHO.

KommblotepHo-ToMmorpadudeckas aHruorpadus Je-
roubix cocypoB (MCKT — anrmomympmoHorpadus) ot
11.05.2022 r.. IpU3HAKOB MAacCUBHOIO TpoMbo3a CTBONA
nero4Hoit aprepui (JIA) 1 ee KpyIIHBIX BeTBell He BbIABIE-
Ho. [Ipusnaku neroynos runeprensun. Hembssa nckmounTtb
HajI4ye TpoM603a 4acTU MeIKUX CYyOCerMeHTapHbIX BeT-
Beit B 30He BetBr C3 crpasa. [umopeHcHOe 06pasoBanme
JIEBOTO HATIOY€YHIKA, BEPOATHO, a/lEeHOMA.

JymniekcHOe CKaHMpOBaHME BeH IOAB3/OIIHO-0epeH-
HOro cermeHTa OoT 13.05.2022 r.: cadeHno-demopanbHbie
COYCTbsl ¢ 00enX CTOPOH He PACLIMPEHBI, CKMMaeMbl 10
KOHIIa, 0e3 MpU3HAKOB TPoMOO03a, OCTUAIbHbIE K/IaIllaHbl
mocratouHbl. KpoBoTOK 10 06enM 06muM GefipeHHbIM Be-
HaM (pas3HBIil, CMHXPOHU3VPOBAHHBI C IbIXaHIEM.

Ilepdysuonnas cuunturpadms serkux ot 16.05.
2022 r.: cumHTHUrpaduyeckye IpuU3HAKY TETOYHOI TUIep-
TEH3UY; IPU3HAKOB 0YaroBbIX Iep(y3MOHHBIX N3MEHEHMI
B JIETKMX U LITYHTA CIIpaBa — HaJ/leBO He BBIABJIEHO.

ITocre mpoBeeHHOTO KOMIIEKCHOTO K/IMHIKO-TIabopa-
TOPHOTO 00C/Ief0BaHMs {BK/II0YAsT KATETEPU3ALINIO IPABBIX
orpenos ceppua) B PI'BY «HMMUIL um. ak. EJ. Yasosa»
Mumnspapasa Poccun, HarenneHHOTO Ha IOMCK 9TUOIOTUY JIe-
TOYHOJI TUIIEPTEH3MM, JAHHBIX 32 JIETOYHYIO TUIIEPTEH3MI0

BC/IE[ICTBME IIATOJIOTUN JIEBBIX OT/IE/IOB CEPALIA, BPOXK/EH-
HBIX IIOPOKOB CEpAlia, IATONOTMM JIETKUX, XPOHUYECKON
TPoM603MOONMNMYECKOIT IETOYHOI TUTIePTeH3UN He MOyJe-
Ho. [TanyeHTKe OBUT BBICTAB/ICH AMATHO3 MANOIATNYECKOI
JIETOYHOJT TUIIEPTEH3UU C TPOMOO30M JIETOYHBIX apTepuit
in situ, ¢pyrknuonansueni xacce III (mo BO3). C y4erom
TSDKECTM COCTOSIHMS, HM3KOrO (PYHKIIMOHATBHOTO KIIacca,
SIBJICHVIT HeOCTaTOYHOCTI KpOoBOOOpaleHus 1 (pakTopoB
HeO/IaroNpIsATHOIO MPOTHO3d, [0 PeLIeHNI0 BpadeOHOI
Komuccun 6b1a ckoppexruposana JIAT- creruduyeckas
TepamusA MHIUMOUTOpP LMKIOTyaHO3MHMOHO(pochar —
crrenmugeckoit pocopuscTepassl 5-r0 THUIA 3aMEHEH
Ha pMOLNTYaT B Haya/lbHOI fose mo 0,5 Mr 3 pasa/cyTku
U VHMLIMMPOBAH IpUeM CeleKCHIIara B HadajbHON HO3e
200 Mkr 2 pasa/cyTku. [lepeHOCHMOCTD 060UX TIperapaTos
Obl/a yZIOBIETBOPUTENIBHOI, TIOO0YHBIX 3(PEKTOB He OT-
MedeHO. B panpHerieM OblTa peKOMEH/[OBAHA TUTPALS
puonuryara no 0,5 Mr 3 pasa/CyTKy Kakjble 2 Heflenn [0
MaKCUMaJIbHOI BO3BI 2,5 MT 3 pasa/cyTKu (II0f KOHTpOIeM
CHCTONMNYECKOTO apTePUaNbHOTO JABJIEHNA Tepe] KaK/bIM
IPYEMOM) I eXKeHeJieNbHas TUTPAIM CelleKCUIIara B COOT-
BETCTBUN C aJITOPUTMOM JI0 AOCTIDKEHMA Ho3bl 1600 MKr
2 pasa/cytku (tabmuua 2). JJaHHas Tepanusa HeoOXOfuMMa
HaIMeHTKe 110 KM3HEeHHDIM II0Ka3aHUAM, 3aMeHe 1 OTMeHe
He MTOI/IEKNUT. Y YNThIBAs HAIMINe UAVOIIATIYECKO TeT0Y-
HOJI TUIIEPTEH3NY, [T0OKa3aHa aHTUKOATY/AHTHAsA Tepalus
BapdapnHOM, C y4eTOM HaM4ys TPOMOO03a YaCTU MEeJIKUX
cybCcerMeHTapHBIX BeTBENl JIETOYHBIX apTEpuMil, LieleBOll
YPOBEHb MEX/YHaPOJHOIO HOPMa/l/30BaHHOTO OTHOLIE-
Husa (MHO) 2,5-3,5. YuuTbiBasg CMHYCOBYIO TaXUKapfuIlo,
C pUTMYypeXarolell 1enpi0 ObUT HauaT mpueM uBabpamm-
Ha B Ha4YaJIbHOI Jo3e 5 MI/CyTKu. 3a BpeMs HaOMIOneHMs
B CTalyiOHape COCTOsIHME ITALMEHTKM OCTaBajloCh CTa-
OVIIbHBIM, SIBJICHUS HEJOCTATOUYHOCTH KPOBOOOpAIeHMs
He HapacTay, LUdpbl apTepuaabHOrO AaBjIeHMs OblIN
B pepenax 110-120/70-80 mm pr. cT. [TanumeHTKa 6b11a BBI-
IJICaHA B YOBIE€TBOPUTENILHOM COCTOSHMMA.

[Ipu arHaMUYIECKOM aMOYIaTOPHOM HAOMIONEHMN OT
16.10.2022r: mauMeHTKy B IIOKOE, IIPY PasTOBOPE ObILIKA
He OeCIIOKONT, OffbIIIKAa BO3HMKAaeT Hpyu OBICTPOIl pedn,
npy nogbeMe Ha 10 crymeHeit un 6onee, IePEHOCHMOCTD
OBITOBBIX HAarpy3oK — HOpPMa/bHas, CMHKOIANbHBIX CO-
CTOSHII HE OTMEYAJIOCh.

Obwvexmusro: Obliee COCTOSIHME OTHOCUTEIBHO YIOB-
nersoputenbHoe. Co3HaHme sAcHoe. PocT: 167 cm. Bec: 82 kr.
Mupekc maccsl Tena: 29 kr/m? (u36bTounsbiin Bec). KoskHble
HOKPOBBI OOBIYHOIN OKPACKI; CTU3UCTBIE 000IOUKM 0ObIY-
HOl OKPAacKM M BJIAKHOCTU. 3eB He runepemuposat. [lop-
KOYXHO->KIPOBOJL CJION PasBUT YMEPEHHO; TMM(OY3IIBL [0~
CTYIHBIE TIaJbIIALIMM He yBenn4yeHbl. MO/IOYHbIE >KeTle3bl
Bu3yanbHO 0Oe3 matonoruy. KocTHO-cycTaBHas cucTeMa,
MblIlleYHas cucrteMa — 6e3 Bugumoitr maronorvu. Iluro-
BIUJIHAs JKe/le3a BU3Ya/IbHO U Ia/JbIIaTOPHO HE M3MEHEHa.
ITacTO3HOCTB rojIeHelt, 60bIe C/IeBa.

Tect 6-MuuyTHOI X0AbOBL: O Tecta SpO2 — 98%,
nynbc — 85 ya/mMuH nocne tecta SpO2 — 100 %, mynbc —
132 yp/vun. ITpoiigeno 370 meTpoB. VIHIEKC OABIMIKY IO
Bopry — 5 6aios.

Opeanvl Ovixanus: HopMoCTeHIIecKas Gpopma IpyaHOIt
xreTkn. HYactorsl ppixanus 16 8 MunyTy. Obe IOTOBUHBI
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TPYIHOJ KJIETKM PaBHOMEPHO YYaCTBYIOT B aKTe JIbIXaHMA,
TO/I0COBOE IpO)KaHMe He M3MeHeHO. [lepKyTOpHBIN 3BYK
HaJ| BCEMU JIETOYHBIMY IIOJIAMM SICHBIN JIETOYHBIIL; bIXa-
HI€ TIPU ayCKy/IbTaluy MPOBOJUTCSA BO BCE OTMIEINbI, BE3U-
Ky/IsIpHOe, XpUIIoB HeT. Opbluika npy ¢pusndecKo Harpys-
Ke BbIpa’KeHa.

Opearvi Kpo8006paL4eHUs: BEPXYILEIHDIN TOMTIOK OIIpe-
IensieTcs B 5-0M Mexpebepbe 1Mo JIeBON CpeTHEKTI0INYHON
muHuK. IpaHMIBl OTHOCUTENbHON CEPIEYHON TYIMOCTH:
IIpaBasg — IO IIPAaBOMY Kpalo TPY[IMHEL, IeBasd — B 5 MeX-
pebepbe 1O 71€BOTI CPETHEKTIOYMYHON TMHUN, BEPXHSIA —
B 3 Mexxpebepbe; TOHBI CepALa SICHbIE, aKIIeHT 2 TOHA HaJ
JIeTOYHON apTepueit, [UacTONNYeCKNIL IITyM B TOUKe BBICTY-
HIYBaHUA TPUKYCIN/IATbHOTO K/TallaHa; PUTM ITPaBUTbHbII;
4acTOTa CepAleYHbIX coKpaluleHnii 80 ymapoB B MUHYTY,
mynbc 80 ynapoB B MUHYTY (meduunra HeT), YHOBIETBO-
PUTETHHOTO HATIOTHEHMS U HANpPsDKeHUA. ApTepuanbHOE

Tabnuua 2. Tumpavus 003 JIAI-cneyugpuuecxoii
mepanuu (puoyueyama u cenexcunaeza)

Table 2. Dose titration of of specific therapy for
pulmonary hypertension (riociguat and selexipag)

M B CyTKu/ MKT B CyTKM/

JJara/mpemapar mg per day mkg per day

Date/drug Puonuryar/ Cenexcumar/

Riociguat Selexipag

25.07.2022 3,75 400
26.07.2022 3,75 400
27.07.2022 3,75 400
22.08.2022 6 400
23.08.2022 6 400
24.08.2022 6 400
05.09.2022 7,5 400
06.09.2022 7,5 400
07.09.2022 7,5 400
19.09.2022 7,5 800
20.09.2022 7,5 800
21.09.2022 7,5 800
26.09.2022 7,5 1200
27.09.2022 7,5 1200
28.09.2022 7,5 1200
03.10.2022 7,5 1600
04.10.2022 7,5 1600
05.10.2022 7,5 1600
10.10.2022 7,5 2000
11.10.2022 7,5 2000
12.10.2022 7,5 2000
17.10.2022 7,5 2400
18.10.2022 7,5 2400
19.10.2022 7,5 2400
24.10.2022 7,5 2800
25.10.2022 7,5 2800
26.10.2022 7,5 2800
31.10.2022 7,5 3200
01.11.2022 7,5 3200
02.11.2022 7,5 3200

[aBjIeHNe Ha mpasoit pyke: 110/70 MM pT. CT., apTepuaib-
HOe JIaBJIeHle Ha JIeBoit pyke: 114/70 MM PT. CT.

Opeanvl nuujesapeHus: alIeTUT XOPOLINIL; A3BIK BIaXK-
HBIII, He 00/I0K€eH; )KUBOT NP Ia/IbIIAlNN MATKUIT, 6e360-
JTIe3HEHHBIN, BO BCEX OTHENaX; IeYeHb — MajIbIIUPYeTcs Ha
1 cM HIDKe IIPaBOil peOepHOI ATy, ce/ie3éHKa He IaJIbIIN-
pyeTcs, CTy 6e3 0COOeHHOCTEI.

MouesvidenumenvHas cucmema: MOYEUCITyCKaHNE CBO-
601HOE; OYKY He MA/IBIVPYIOTCST; CUMIITOM «IIOKO/TAYIBa-
HIIsI» OTPUIATENIBHBII C 06€UX CTOPOH.

Hepero-ncuxuueckuii cmamyc: IaMATb COXpaHeHa, CO-
3HaHNe JICHOE; COH He HapyILeH; OLIeHKA CBOETO COCTOSHI
aJieKBaTHas; TPYOBIX HApYIIEHUIT cO CTOPOHBI 12-Ty map
YepPeIHO-MO3TOBbIX HEPBOB He BBISIBJIEHO.

Opeativl wyscme: 3peHIIe He CHIDKEHO, CTIYX He CHIDKEH,
00OHsHUE B HOPMe.

Ha ocHOBaHMM KIVHMYECKUX HAHHBIX, Pe3y/IbTATOB
7Mab0OpaTOPHOTO 1 WMHCTPYMEHTATbHOTO MCCIIe[IOBAHMIA,
HallJieHTKe YCTaHOBJIEH OCHOBHOI iuaruo3 «Vpuonarndge-
CKas nieroyHas runeprensusa. OyHKIMoHanbHblil Kiaacc 111
(BO3). Tpombo3 in situ merounsix aprepuit. OTHOCH-
Te/JIbHasA HEJNOCTAaTOYHOCTb TPUKYCIMIATBHOTO KiIallaHa
2-3 cremeHy, KJIallaHa JIETOYHOU apTepum 1-2 cremeHm.
Ocnoxcnenust: XpoHnuecKkas cepjieuHasi HefloCTaTOYHOCTD
IIB — III ¢ynxumonanpHoro kmacca mo NYHA. Co-
nymcmeytoujue 3abonesanus: HacnencTBeHHas MHOTO-
¢dakropHas TpoM60oGWINA, OOYCIOBIEHHASA MYTaLMAMU
B reHax JleiineHoBckoit myranun V ¢axropa bera-monmu-
nentupa (FV) rereposurornas ¢popma, METHOHMHCHHTA3bI
(MTR) rereposurorHas (opma, MeTMOHUH-CHHTa3a-pe-
nykrassl (MTRR) romosurornHas ¢opma, ¢ubpuHorena
(FBG) rereposurorHas ¢opma, IIa3MUHOTeH-aKTUBATOP
nnarnéuropa-1 (PAI-I) rereposurorHas ¢popma, MHTEIPUH
anb¢a-2 (ITGA2) romosurorsas ¢popma. [IoBepXHOCTHBII
racTput. PeakTuBHBII gyoneHuT. I30darnt. CuHApOM 00-
CTPYKTMBHOTO aITHO3 CHA JIETKOV CTeneHy. XPOHUYIeCKMI
ayTOMMMYHHBII TUPEOUTUT».

[Manentke ObUIM JAHBI PEKOMEHAALUN 110 MOAUpU-
Kanuy obpasa >XM3HM: MMMYHM3ALUs IPOTUB TPUIIIA
¥l THEBMOKOKKOBOJI MH(EKIMI; BO BpeMs aBUAIIEPEIETOB
IIOKA3aHO Ha3Ha4YeHVe KVC/IOPOMa; Py IUIAHOBON OIlepa-
L1V BMECTO MHTAJLALMOHHOTO HaPKO3a NPeIIOYTUTEeIbHEe
SMMAypaNbHasg aHeCTe3Vs; He PEeKOMEHIYeTcs dpe3Mep-
Has (uandecKas aKTMBHOCTb, KOTOpPAas MOXeT BBI3BaTh
KIMHUYECKOe YXYHALIeHNe, CMEeHa KIMMATHYeCKIX OsCOB,
mpe6ObIBaHNE B YC/IOBUSIX BBICOKOTOpBsI. Tak)Ke peKoMeH-
[IOBAaHO COOJIOfieHNe PeXMMa MUTAHUS C OrpaHMYeHUEeM
JKVMBOTHBIX JKMPOB U IPOAYKTOB, 6OTaThIX XOJIECTEPIHOM,
VICK/TIOYEHIIE OCTPBIX, KAPEHBIX, KOITYEHBIX OJIIOfI, IETKOYC-
BOsIeMBIX YI7IeBOfIoB. OrpaHIYeHNe IpueMa XUAKOCTH [0
1,2-1,3 muTpoB B CyTKU. KOHTpPO/Ib BHINUTON M BbIfIENIEH-
HOIT >KupKocTy, Beca. OrpaHndenne norpebneHns IoBa-
PEHHOI COMM IO 3 I/CYTKM; pallMOHANbHbIN PEXXUM TPyHa
U OTZBIXA, OTPAHNYEHNE MOLVOHAIBHBIX M IPE3MEPHBIX
(uUsKMUIeCKNX HATPY30K, KOTOpble MOTYT NPUBECTU K Je-
KOMIIeHcaIyy cocTosiHys. CaMoil 3HaYMMOI peKOMeHAa-
LV€lt /L1 IALMEeHTKH CTa/Ia TO, YT0 6EPEMEHHOCTD B CBSI3U
C BBICOKMM PUCKOM OCTIOKHEHMII aGCOMIOTHO IIPOTUBOIIO-
Ka3aHa. [TaleHTKe HaCTOATEIHO IIPeJIOXK /I UCTIONb30-
BaHMe OapbepPHBIX METO/[OB KOHTpaLenuuy, 6pUIa OKasaHa
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ncuxonornyeckas mnomoinp. CriennanyucToM-IICUX0I0TOM
OTMeYeHa IIO/IOKUTEeNbHASA AMHAMUKA UM IPUHATHE IIa-
LIMEHTKO XPOHMYECKOro 3abojeBaHyus, (HOpMMUpOBaHNE
YHOBJIETBOPUTEIBHOI IPUBEPKEHHOCTH K JIEYEHMNIO.
PexoMeH/IOBaH IIOCTOAHHBIN IpUeM MeIMKaMEHTO3-
HBIX IIpenaparoB: cejiekcumar 200 mMr 2 pasa B JeHb (Ha
HePUOJ, TUTPALINY O3Bl PUOLIUTYATa); PUOLUIYAT 1O 1 Mr
3 pasa B JieHb, KaXKfible 2 Heflen — yBeaudeHue Ha 1,5 mr
B cyTku (Ha 0,5 MI' B KaXX/bIII IIpyeM) 0O HOCTIDKEHUA IO
2,5 mr 3 pasa B cyTKu (70 7,5 MT B CyTKM); BappapuH 2,5 Mr
2 tabnetku B cyTku nog kourponem MHO; pypocemup 40-
80 mr 4yepenoBaTb ¢ TopaceMugoM 20 Mr (1107 KOHTpOIeM
Beca, IUypesa — eXeHEBHO; NEKTPOINTHOrO mpodus:
Ka/mii, HaTpuit — 1 pa3 B 3 Hemenu) (ZaHHaA cxeMa HNy-
peTmyeckmit Tepammu ObUta mOfoOpaHa M OTTUTPOBAHA
BO BpeMs rocnutanusauuy nanyeHTku B OI'bY «HMUI]
uM. ak. EVI. Yazoa» MuusgpaBa Poccun); uBabpannu

13 BONS M1

230002 1RAT)

5 mr (1 Tabrerka) yrpom u 2,5 mr (11o10BiHA Tab/IETKN) Be-
4epoM, Ipyu HeoOXoxnmMocTi — BedepoM 5 Mr (1 TabneTka)
(TI07; KOHTPOJIEM YACTOTBI CEPAEYHBIX COKPAIEHIT); CIIU-
poHonakToH 100 Mr B CyTKH.

[Tpu ayrHAMMUYECKOM HabMIOIeHU TTOCTIe BeprUKaIN
OKOHYATE/TbHOIO K/IMHIIECKOTO [MArHO3a ¥ Ha3HAYEHUN
JIAT- cnenudmaeckoit Tepanum (mpy eé Xxopoliert mepeHo-
CUMOCTH) Yepe3 HOJTOfa COCTOSIHYIE MAI[MEeHTKI CTabunm-
3MPOBAJIOCh, AKTUBHOCTD 3a00/IeBaHNsI CHUMIACH. B K-
HMYECKOIl KapTHHEe HaOMIoaNoch ICYe3HOBEHME OffbIIIKY
B COCTOSIHMU IIOKOSI, YMEHBIIEHIe OBIIIKI TP BBIIIOIHE-
HIM PM3NIECKOIT HATPYSKY, 10 OKOHYAHNU TUTPALIUN 103
HpenaparoB — MCYe3HOBEHME CHHKOIATbHBIX COCTOSHMIL.
ITocne crabmmmsanuy oOLIero COCTOSHIA MALIeHTKa OblIa
HaIpaBjieHa B BIofpkeTHOe yupex/ieH1e 3[paBOOXPaHEHIs
Boponexckoit obmactn «BopoHexcknit 061acTHO K-
HIYECKUI L[eHTP JIe4eOHOI (PU3KYIBTYPBI U CIHOPTUBHOIN

JlaBneHue B BEIHOCSIIIEM OT/ICIIC TTPaBOTO
Keaynouka — 35 MM PT. CT.

The pressure in the outflow section of the right

ventricle is 35 mm Hg.

IIpaBoe npencepaue 51 Mmm % 57 mm

Right atrium 51 mm x 57 mm

[TukoBast CKOPOCTH TPUKYCIIUAATHHON
peryprutauuu — 4,76 m/c

Peak velocity of tricuspid regurgitation - 4.76 m/s

Pucynox 2. [Jannvie axoxapouoepapuu navuenmxu I, 40 nem om 23.09.2022 e.
IIpumedaHme: OTMeYaeTCs JUIATALMA IPaBbiX Kamep. Opakunus Boi6poca 62 % (o Cummcony). [uneprpodus Muokapa mpaBoro skenyfouka. Beicokas aprepuanbHas 1eroaHas
TUTIEPTEH3NA. Cucronunyeckas ¢YHKHMH IIPaBOTO JKeMyJodKa YMEPEHHO CHMJKEHA. Hacocuas ll)yHKIU/[il JIEBOT'0 JKENMy/JOYKa HE CHVKEHA. HeﬂOCTaTO'-IHOCTb TPUKYCIINIATbHOTO

KJ1alaHa 2-3 CTemeHu, IErOYHOro KaamnaHa 1 crenedn

Figure 2. Echocardiography data of patient P, 40 years old, dated from 09/23/2022 y.

Note: Dilatation of the right chambers is noted. Ejection fraction 62 % (according to Simpson). Hypertrophy of the right ventricular myocardium. High arterial pulmonary
hypertension. Right ventricular systolic function is moderately reduced. The pumping function of the left ventricle isn't reduced. Insufficiency of the tricuspid valve 2-3 degrees,

pulmonary valve 1 degree
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MeguuuHbl «Peabunuranus» i OPOBeEHMs 3aHATUIL
1O, KOHTPOJIEM Bpada-peabunuTonora, rie IPOXOnu-
JIa KOMIUIEKC CIIeLMaJbHO pa3pabOTaHHBIX YIPa>KHEHUI
C HEVHTEHCUBHOI (DUSUYECKOI HATPY3KON U 37IeMEeHTaMU
jiorn. ITo maHHBIM TabOPATOPHBIX M MHCTPYMEHTATbHBIX
UCCIIEIOBAHUII HAOMIONAINCh IIO3UTUBHBIC PE3Y/IbTAThL:
NT-proBNP cumsuncs go 243,0 mr/mn (ot 29.11.2022 r.),
[ABJIEHME B JIETOYHONM apTepuy CHU3UIOCh 1o 90 MM pr.
CT., PEryPIrUTalMA Ha KIallaHe JIETOYHOV apTepuy COOT-
BeTcTBYeT 1 cremenn (sxokapmuorpadus ot 23.09.2022r)
(pucyHOK 2).

O6cyxaenue

XpoHndeckue 3a00/IeBaHMsI ¥ XKEHIUH [eTOPOFHOTO
BO3pacTa MOIYT OKa3blBaThb HeOIAarolpUATHOE BIIVSHIE
Ha TeYeHNUe U MCXOJ OepeMeHHOCTH, HO, B OOJIbIINHCTBE
C/Iy4aeB, BCe-TaKM He SBJLIIOTCS aOCOMIOTHBIM IIPOTUBO-
MTOKa3aHMeM K MaTePUHCTBY. BO3MOXXHOCTM COBpEMEHHOI
MeAUIIMHBI ITO3BOJIAIOT JKEHIHAM ¢ MHOTOYMC/IEHHBIMI,
B TOM 4MC/Ie TsDKENbIMM, MAaTONOTUAMMY, YCIIEIIHO BBIHO-
CcUTh OE€PEeMEHHOCTb U POAUTDH 3[0POBBIX feTell. OpHAKO
CUHJPOM BbICOKOJ JIETOYHOJ TUIIEPTEH3UN SABJIAETCS UC-
knoveHuem. HeMHOro4MCIeHHbIe aHHBIE JTUTEPATYPHbBIX
JMICTOYHMKOB YKasbIBalOT Ha TO YTO, MaTEPMHCKNE IIOTEPH
IIpY JaHHOJ MAaTOMOTUM B IOC/IEHUE TOAbI COCTABIAIOT
12-36 %. BrisiBNIeHMe y TalIMEeHTKU BBICOKOI IETOYHOI T'M-
MIEPTEH3UN SBISETCA AOCOMOMHBIM NPOMUBONOKA3AHUEM
K BBIHAIIVBaHUIO OepeMeHHOCTH. I[IpepriBanme GepemeH-
HOCTH SIB/ISIETCsI 00sI3aTe/bHBIM KaK B IEPBOM, TaK U BO
BTOPOM TpuMecTpax (0COOEHHO 3TO KacaeTcs MAIjeHTOK
C pacyeTHBIM CUCTONMYECKUM [IaB/IeHNEM B JIETOYHOM ap-
tepun 6omnee 50 mm pr. cT.) [14]. BepemenHsle, cTpagaro-
mue JIT' BbicOKOI cTeneHu, cocTaBnAmT o 0,54 % oT Bcex
TOCIUTAN3MPOBAHHBIX 110 CTYYal0 CEP/IEIHO-COCYANCTBIX
3aboneBannit. Mareputckast cmeptHOCTh mpu JIAT foctu-
raet 56% [11]. Yactora rmbenu manyeHTOK C TMIIEPTEH-
31Meil MaJIoro Kpyra KpoBoobpaieHnst BO BpeMst bepeMeH-
HOCTU 1 Cpasy II0CJIe POJiOB KpajlHe BbICOKA (MaTepUHCKas
CMepTHOCTD (IIpY IEPBUYHON JIETOYHON TMIIEPTEH3UU —
30-40 %; mpu cunzppome Jiisenmenrepa — 30-60 %) [14].

B nmureparypHbIX 0630pax HpefcTaBIeH MeXyHAPOX-
HBIII OIIBIT BefieHu A naumeHTok ¢ JII' 1 n 2 ¢pyHKIMOHAND-
HOTO KJ/lacca KakK BO BpeMs GepeMeHHOCTM M POJOB, TaK
U B IIOCTIEPOROBOI Iepuofn. Ilo MHeHMI0 GONBIIMHCTBA
9KCIIEPTOB, MAlMeHTKaM C JaHHOII maTosoruei (0cobeHHO
BBICOKOTO PUCKa, 3-4 QYHKIMOHATBHOTO Kacca) HacTOl-
YMBO PEKOMEHMIYeTCS «CTepUIM3aLusa» WM obecliedeHue
HaJeXHOI KOHTPALIENIIINN, a B C/Tydae HACTYIUIeHUs bepe-
MEHHOCT) — ee HeMefllleHHOe pepbiBanue [12]. Vimenno
IIO9TOMY O0COOYI0 BaXKHOCTb IpHOOpeTaeT OCBeOMJICH-
HOCTb >KeHIuH n3 rpymmsl JIT' o puckax mpu 6epeMeHHO-
CTH, a TaK)Ke peKOMEHMIALMM OT CIeLMaICTa 10 YKeHCKO-
MYy 370pOBbIO U crieruanucta o JIT mpu Berbope mMeToma
koHTpanenuu [13]. Takxe clefyeT yYUTHIBATb, 9TO HOMD-
muHCTBO npenapartoB JIAI — crennduyeckoit tepanuu
CIIOCOOHBI BBI3BIBATH YPOACTBA M AHOMAINU PasBUTS
y mopa [1].

B mpencTaBieHHOM KIMHMYECKOM Cydae HeNlb3sl OT-
punaTh, 4To MaHMpecTauuyu CUMIITOMOB JIETOYHON IM-

HepTeH3MN CHOCOOCTBOBA/IN MHOTOYNMCICHHBIE OepeMeH-
HOCTH, KOTOpbIE ITOBJIEK/IN 33 c000il OTATOLeHNe 001Iero
COCTOSIHMA HALMEHTKY U YTsDKeleHye (PyHKIVOHATbHOTO
kmacca JIAT. ITpu mpuBbIYHOM HeBbIHANIMBAHNY OepeMeH-
HOCTM CIIeIMANUCTAM C/IeflyeT BK/II0YaThb B IPUBBIYHBIN
muddepeHInaNTbHO-IMAaTHOCTUYECKIIT PsJ, TUIEPTEH3MIO
Masoro Kpyra kposoobpautenus [1,13,15]. VI Heobxopumo
IIOMHUTb, YTO C YYETOM BBICOKOTO PMCKa IIPOTpPeccrpoBa-
uust JIT Ha oHe OepeMeHHOCTH ee IUIAHMPOBAHME U IIPO-
JIOHTVpOBaHMe aOCOMIOTHO NPOTUBOIOKA3aHO y MallMeH-
TOK C pacYeTHBIM CHCTOMMYECKUM JIaBI€HVEM B JIETOUHOI
aprepuu Bbie 50 MM pr.cT. [15].

B ornmume ot pacmpocTpaHeHHbIX 3a00jIeBaHuiL, Ipu
KOTOPBIX BBLABJICHUE, CTpaTM(UKAUVMA PUCKA, JIedeHe
U HaOJIOfleHNe OCYIIeCTB/IAIOTCA Ha YPOBHE IEPBUYHOTO
3BEeHA, OKa3aHMe MOMOIIM ITAlMeHTaM C PefKoll IaToso-
rMeil, B TOM 4MC/e JIETOYHOJ apTepUajibHON TUIIEPTEH-
3Melf M XPOHMYECKON TPOMOOIMOONMMIECKOI JIerOYHOM
runepreHsuell, Tpedyer 0co6oil IOATOTOBKYU CIIeLMaIu-
CTOB, KOTOpPBbIe HE TOJIBKO OPMEHTHMPOBAHBI B IIPOOIeMe,
HO U MMEIOT IPAKTUYECKNUIL ONbIT BEJIeHNA TAKMX COCTOS-
HulL. O eKTUBHBIM pellieHreM MOTYT CTaTh CO3[jaBaeMble
Ha 6ase MEIMIMHCKUX VIPEXIEHNUIT 3r0 YPOBHs LIEHTPHI
YIpaBIeHMsI CePAeYHO-COCYRUCThIMYU puckamu [10]. s
PsAfa PeTMOHOB 3TO IEHTPbI CEPAEeYHON HeTOCTATOYHOCTH
VIN pefiKuX 3ab6ojieBaHmiL, K paboTe KOTOPBIX MOTYT ObITh
IIpMBJIEYEHDbl IIOATOTOBJIEHHbIE B SKCHEPTHBIX IIEHTPax
cnenyamuctbl 1o JIIL ITpeuMyiecTBoM Takoro mopxopga
ABJIAETCA BO3SMOXKHOCTD CO3JlaHMsA Ha 6ase LIeHTpa MY/b-
TUAVCHUIDIVMHAPHON KOMAH/BI /L1 BBIOOpa ONTYMA/IbHON
TaKTUKM BEJEHNA IALMEHTa C JIETOYHON apTepHa/bHONM
TUIEpPTeH3Mell WM XPOHMYECKO TPOMO0IMOOIINYeCKON
NeroyHon runeprensueit. Ha cregyromem srame Mapmpy-
TH3alyM (Crelnnan3upoBaHHble IIEHTPhI 3TO YPOBH:) pe-
3y/IBTaThl 0OC/IEOBAHSA, BBIIOJIHEHHOTO B PeTYIOHAIbHOM
MEIVIVHCKOM YYPEXJEeHNM B PaMKax CIelaai3ypOBaH-
HOII MeMIIMHCKOII oMol Ipu nogo3penun Ha JIAT mmm
XTOJII' uepe3 KaHan TeNeMENMIMHCKON KOHCY/IbTAaIlVIN
HANpaB/sIOTCA B (efepanbHblil SKCIepTHBIT HeHTp [10]
(B HamleMm caydae maumeHTKa Obuta HampasneHa B OI'BY
«HMMWII xappmonormym umenu axagemuka E.JI. Yasosa»
MunuctepctBa 3ppaBooxpanenusa Poccuiickoit ®enepa-
uuu (r. MockBa) (OT/ien 1eroYHol TuepTeH3nn).

CoBpemeHHas TakTHKa yedeHns naumeHtos JIAT Ha-
IIpaB/ieHa Ha CHIJDKEHMe CMEPTHOCTHU, 4TO ITIOfpasyMeBa-
eT JOCTIDKeHMe HM3KOro (pyHKIMOHajabHOro Kimacca JIAT
(I-1I), Xxopouryio TOMEPaHTHOCTD K (pM3MIeCcKoil HArpy3Ke,
Huskuii ypoBeHb NT-proBNP (<330 Hr/m) u orcyTcTBME
IIPU3HAKOB AUCQYHKIUYM IPaBOro >Kemygoduka. CrpaTe-
TUIO JIeYeHNs MalueHToB ¢ JIAT MOXXHO pasfenuTh Ha Tpu
stana. COITTaCHO COBPEMEHHBIM OTE€YEeCTBEHHBIM K/IVMHM-
YeCKMM peKOMEH[alMAM, ¢ IAlMleHTOM PeKOMEHJYeTCH
IpOBefieHMe CIEIVaNbHbIX IPOrpaMM IO peabuINTaluu
VIS YIydlleHus IoKasaTesneil ¢pusudeckoro craryca. Ilep-
BBIl 9TAll BK/IOYaeT 0OIfue MepONpUTHs: 0OCYXIeHMe
eXe[HeBHOII paboyeil aKTVBHOCTH, IJITAHMPOBAHNUE CEMbI,
KOHTpAILIEMIMI0O ¥ ITOCTMEHOIAy3a/bHYI0 TOPMOHO3aMe-
CTUTENIbHYIO TEPAINIo, IOATOTOBKY K ITAHOBBIM XUPYp-
TUMYeCKMM BMeIIAaTebCTBAaM, NPOGIIAKTUKY MHEeEKIN-
OHHBIX 3a00/IeBaHMII, IICUXOCOLMATBHYIO IOANEPXKKY,
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BO3MOXXHOCTD IYTEIIECTBUII U IPUBEP)KEHHOCTD JIeKap-
ctBeHHOIT Teparmu [1]. Taxke HeobXomMMa MOAAEPIKIBA-
omasi Tepamysi (KUCTOPOJOTEPAINSI, JUYPETUKY, AUTOK-
CVH), HaOMIOleHre CIIenMaNNCTaMy 9KCIEPTHOTO IleHTpa
JII, rme HOCTYNMHO IpOBefeHNMe KaTeTepusaliuy IPaBBIX
OT/IE/IOB CepAlia /LA PETY/LIPHON OLleHKY 3¢ (HeKTNBHOCTH
IPOBOAMMOrO jIe4eHNs. B CBs3M C YacTBIMU [elpeccuB-
HBIMJ PaccTpoiicTBamy y mauyeHtos ¢ JIAT Heobxomyma
[ICUXOCOLMAIbHASL peabuInTanus, IpoBefieHne 3aHITII
[0 K/IMHMKO-TICUXOJIOTYECKO afallTaIi /Il CHVDKEHMS
PUCKA Pa3BUTHSI TPEBOKHO-IENPECCUBHBIX COCTOSTHMIT [9].

CormacHO COBpeMEHHBIM OTEYeCTBEHHBIM KIMHIYe-
CKVM peKOMEeH[aLMAM, BbIAE/SIOT Ba KOMIIOHEHTA TeKap-
CTBEHHOM Tepanuy y manyeHnTos ¢ JIAT: moggepxuBaromas
Tepanusi (AaHTMKOAry/ISIHTHI HeIpsiMble (AHTarOHNCTBI BH-
tramuHa K), guypernku, ceppedHble [TMKO3MBI, OKCUTe-
HOTepamusi) M crenuduieckas Tepamusi, BKIOYAMNIAs
6710KaTOPBI «MeJJIeHHbIX» KanblyeBpix KaHanoB (BKK),
AHTUTHUIIEPTEH3UBHBIE CPENCTBA JUIA JIEYEHUS JIETOYHOI
apTepuanpHOI runepreH3nu (603eHTaH, MAIUTEHTAH, aM-
OpM3eHTaH) MHTAALMOHHBIN UIONPOCT, pocdonmacTepa-
3bI uHrKbNUTOpHl (MDI1I-5), pronuryar u cenexcumnar [1].

Bmopoti aman — 310 cO6CTBeHHO crenyduieckas te-
pamus JIAT BbICOKMMU [l03aMy GTIOKATOPOB Ka/IbIIMEBBIX
KaHA/IOB y TAIMEHTOB C IOJIOKUTEJIbHBIM Ba30PEaKTUB-
HbIM TecToM (BPT) mnn ogobpenusimu as nmedenus JIAT
IpelapaTaMy y IaleHTOB C OTPMULATE/IbHON IPOOOIL.
Ita pekoMeHZAIMA B OOJIbLIEN CTEIIEHN IpuemMaeMa Iyt
HALMEHTOB C MAMONATUYECKOIl JTIeTOYHOI apTepuanbHOMN
TUIEPTEeH3MEN.

Tpemuii sman nedeHus CBSI3aH C OTBETOM Ha JleKap-
CTBEHHYIO TEpAINIO, OIpe/ie/ieHIieM KOMIIEKCHOTO Jiede-
HUSI OOOPEHHBIMM TIpenapaTaMiy MM HaTn4neM IToKasa-
HUIT K TPAHCIUTAHTALM JIETKKX [9].

CornacHo Teopuu popmuposanns JIAI, ogHOBpemeH-
HOe BO3JIeJICTBIE HA PA3/IMYHbIE IIYTH IIATOTeHEe3a MOXKET
He TO/IbKO NPEeROTBPATUTDb IIPOrpeccupoBaHye 3aboeBa-
HUA, HO U NO3BOMUT Oojee 3 PeKTUBHO BIMATH Ha €ro
ucxonnl [3]. CoBpemennsle crenuduueckne JIAT- cmers-
udnyHble Ipenaparsl 00/1ajaloT He TOIbKO Ba3ORMIATHU-
pyrolLIell CIIOCOOHOCTBIO, HO ¥ PSIIOM J[JOIIOTHUTEIbHBIX
CBOJICTB — LMTOIPOTEKTUBHBIX, aHTUIPOIN(EPATIBHBIX,
AQHTUMATPETALMOHHBIX U T.Jj. Pronuryar — ImpejcraBuTesb
HOBOTO KJIacCa JIEKAPCTBEHHBIX IIPENapaToB, CTUMYIIATO-
POB pacTBOpMMOII ryaHmaaruukiaasst [4]. Cemexcumar —
TIOKa €[VHCTBEHHBINI HENPOCTAHOMIHBIN CENeKTUBHBIN
aroHuct [P-perentopoB — mepopanpHbil mpemapar [8].
JlaHHbIE TIperapaThl IPU COOMOIEHNN PEXUMA TUTPALINN
U TOCTVDKEHNN MAKCUMAJIbHO BBICOKON MHAVMBUYAIbHOI
HOJIiep>KMBaIoLIIelt O3Bl IPUBOJSAT K Ba3OPeIaKCcal{ui, Ho-
MaBJIeHN0 TPOMQepPaTUBHOIO, BOCIAINTENBHOTO U (u-
6po3Horo a¢pdexToB.

JIAT — cnenududeckas Tepamus, MHULMMPOBAHHAS
B [IPEJCTABIEHHOM K/IMHMYeCKOM crydae B PeneparbHOM
9KCIIEPTHOM LIEHTpe, MO3BOMNMIA CTAOMIU3UPOBATH CO-
CTOsiHMe TauueHTKN (Iudpbl apTeprasbHOrO HaB/IEHs
M YaCTOTHI CEPIEIHBIX COKPALIEHNIT, IBIIEHNSI HEJOCTATOY-
HOCTM KpOBOOOpamieHusi). VIMeHHO KOMOWMHAINs CeTeK-
TUBHOTO aroHmcra [P-perentopos (cemekcurmara) u CTH-
MYJ/ISITOpa PaCTBOPMMOIT IyaHI/IATIMKIA3bl (PUOLUTYyaTa),

OTTUTPOBAHHBIE O CBOMX I]e/IeBBIX 3HAUCHNII, IO3BOJIV/IN
YIy4IIMTD KaueCTBO >KU3HY aHHOM TAI[VIeHTKI.

Kpome MepmuKaMeHTO3HOJ Tepammu TakXe BaXkKHa
¢usndeckass peabwimranyus manueHtos. B 2017 rogy
N.R. Morris ¢ coaBTopaMyu IpoBeny MeTaaHanu3, MOCBA-
I[CHHBIl BIVAHUIO (U3MYeCKOl peabwmmranyy Ha ¢u-
3MYECKYI0 PAOOTOCIOCOOHOCTD M KA4eCTBO XKM3HU Mali-
eHTOB ¢ JIAT, mony4anommx ageKBaTHYIO crielnpIIecKyo
TepaIio aHTUIIePTEeH3UBHBIMI ITperlapaTaMiL I JIeYeHA
JIAT. ITporpammbl pu3nuecKoil peabumnTauy BKIIOYamn
aspoOHble Ppr3NYecKye Harpy3Ky, CUIOBbIe HATPY3KMU, [bl-
XaTeTbHYI0 TMMHACTYKY ¥ 971eMeHTHI itoru [1]. Pexomenpa-
VM 110 HU3MIECKOI aKTYBHOCTYU OBIIM JAaHBI TAK)XKe U Ha-
et manyeHTke. IanyenTka BpiOpasa oy ce0s 3aHATUA CO
CIIeIMaNNCTOM B BIOKeTHOM YUYpeX[eHUM 3[[paBoOXpa-
HeHus BopoHexckoit o6mactu «BopoHexxckoM 061acTHOM
K/IMHITIECKOM 1I€HTpe /Ie1e0HOII PUSKY/IBTYPbI 1 CIIOPTUB-
HOIT MeguuuHbl «Peabumuranmsa», Mocne 4ero oTMedana
YIy4IIeHNUS CBOETO KaK (U3NYEeCKOro, TaK Y IICUXOIMOLIM-
OHAJIBHOT'O COCTOSTHIA.

BosiBoABI

JaHHOe KIMHMYeCKOe HaOMofeHNe NeMOHCTPUpPYeT
1[e71eCO00PAZHOCTD MPOBEIEHNsT KOMIUIEKCHOTO K/IMHIKO-
nMabopaTopHOro obcIenoBanys (BKIIOYas KaTeTepy3aliuio
OpaBbIX OTE/IOB cepnua) LA YTOYHEHUA 3TUOIOTUN JIe-
FOYHON TMIEPTEHSUM U peLIeHNMy BOIpoca 00 MHMIMA-
i JIAI — cnenuduyeckoit Tepanuu. B koMItekcHO
Tepanyy JIeTOYHON TMIIePTeH3NM VICIIONb3YIOTCS KaK IIpe-
IapaTbl HOANEP)KMBAIOLIENl Tepanuy, He OKa3blBalollNe
BIVISIHMS Ha BBDKMBAEMOCTD IAIVIEHTOB C JIETOYHOI TH-
nepTeHs3Mell, TaK U crenudryecKye Ipeaparsl, UCIOIb30-
BaHIE KOTOPBIX IPUBOJAUT K POCTY NPOJOLKUTENIbHOCTI
JKM3HI MAIVIEHTOB, CHIDKEHUIO KOMMYeCTBA TOCIINTaNIN3a-
LI ¥ yBeTMIEHNIO BpeMeHM 10 KITMHUYIECKOTO YXY/IIIeHN
u TpaHcmiaHTauuy. CBoeBpeMeHHasd MHULMALMA CIIel-
udIIecKoll Tepanuy Mocje IOCTAHOBKY OKOHYATeTbHOTO
KIMHMYECKOTO IMATHO33, YAY4lIaeT OTJa/IeHHbI IPOTHO3
nanueHToB ¢ JIATL. OtnenbHbIl HAYYHO-IIPAKTUYECKUI MH-
Tepec MpefcTaBysieT 6ePEeMEHHOCTD B YCIOBISIX JIETOYHOI
runeprensun. Ho, K coxxanennio, Ha JaHHOM 3TaIle, CoI/Iac-
HO MomuuipoBaHHoil Knaccuduxanyuy BO3: o oneHke
PUCKa CepieuHO-COCYUCThIX OC/IOXHEHMIT I MaTepu
u moromMctBa — 6epemennsle ¢ JII' orHocsaTcs k IV karero-
PUM PICKa, ¥ MBI MOXEM YTBEpP>KHATb, 4TO OepPeMEHHOCTDh
KpaliHe OIlacHa [yl MMALMEHTOK, cTpagaomux JII. Pemenne
BOIIPOCA O IUIAHMPOBAHVM U BBIHALIMBAHUY OepeMeHHO-
CTV JIOJDKHO IIPMHMMATHCA KOHCMIMYMOM Bpada akylle-
pa-TMHeKoIoTa 11 Bpadya Kapauonora. bepemeHHocTb mpesi-
CTaB/IAET PUCK JYIA JKEHIUH C JIIOObIM TUIIOM JIETOYHOI
TUIIEPTEH3NN, OCOOEHHO 9TO KAacaeTCsl MAMOIATUYECKOI
JIAT, mocKONbKy OHa CBsi3aHa C BBICOKOII MaTepUHCKOI
cMepTHOCTBIO. ITo 3TOI mpryMHe KEeHIIMHAM [IeTOPOIHOTO
Bospacrta ¢ JII' pekoMeHyeTCA MCIIOIb30BaTh HAJIeKHbIE
METOAbl KOHTpaLenuuu Bo usbexaHue OepeMeHHOCTHU
WIN PacCMOTPETh ee CPOYHOe IIpepbIBaHIe, eC/i OepeMeH-
HOCTb BCe-TaKJ1 HACTYIIA, YTOOBI He IOMYCTUTD IPOrpec-
CHpOBaHMe M YTsDKeNeHMe CUMITOMOB JIETOYHOI THUIep-
TEH3UU B JIa/TbHENIIIEM.
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