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XPOHMYECKAS TPOMBOOMBO/ANMYECKASI AETOUYHAS I'MITEPTEH3MS KAK
PEAKUN AEBIOT CUICTEMHOM KPACHOU BOAYAHKH, OCAOKHEHHOUN
AHTNOOCDPOAUIINAHBIM CMHAPOMOM: KAMHNYECKOE HABAIOAEHUE
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Kadeapa tepanum n xapanopesmaroaornu, VIHCTUTYT 1ocaeAuIIA0MHOro obpasosanns B cdepe 3jpaooxpaHenns Pecry6amku Tagxukucras, JyiraHGe,
Pecrry6ankn TagxukucraH.

JlérouHas apTepuanbHas runepteHsus (JTAT) aBnseTca 4acTbiM OC/OKHEHMEM CUCTEMHOW KpacHoM BosvaHKM (CKB) € LUMPOKMM CMEKTPOM KAMHU-
YeCKMX MPOABAEHUI — OT HECCMMNTOMHOIO TEYEHUA A0 KU3HEYrpoXKatoLmx cocToAHUN. Tpomb0o3ambonnA NErouHoW apTepuu, nexallan B OCHOBe
XPOHUYECKON TPOMB03IMBOIMYECKON NEroYHON rnepTeH3um (XTI/IT), ABNAETCA OAHUM U3 U3BECTHbIX NaToreHeTu4Yeckux mexaHusmos JIAT npu CKB
C BTOPMYHbIM pa3BuUTUeM aHTUdocdonmnuaHoro cuHapoma (ADC). B faHHOM KAMHUYECKOM HabatoLeHUM onucaH YHUKaAbHbIA cayyalt aebrota CKB
C Xu3Heyrpoxatowert XTI/ IV pyHKumMoHanbHoro Knacca (PK) y 20-netHelt naumeHTkn. Cayyaii 4eMOHCTPUPYET AUArHOCTUYECKME CIOXKHOCTY B yC-
NOBUAX OrpaHMYeHHbIX pecypcos. [Je6ioT 3ab6onesaHma Npoasuaca TAXENOM oaplwkoit (IV OK no knaccudukaummn BO3). AunarHoctuposaHa XTI/ Ha
¢doHe BTopuyHoro A®C. MpoBeseHa TpaHCIIOMMUHaNbHaA banNoHHaA aHIMONIacTHKa C NocieAytoLLelt NaToreHeTUYecko Tepanueil. CBoeBpemeHHoe
3HA0BACKYNAPHOE BMELLATENLCTBO U UMMYHOCYNPECCUBHAA TEPANMA NPUBEAU K YNYYLLEHWUIO TeMOAUHAMUKM (CHUXKEHME CPeAHEro AaBNeHNUs B NEroy-
Holt apTepun — CAJIA — ¢ 97 fo 60 mm Hg) 1 GyHKLMOHANbHOTO CTaTyca.

KnioueBble cnoBa: cucmemHasa KPacHas 80A4AHKA, GHMUpOChonunudHslli CUHOPOM, XPOHUYECKas Mpomb0aMbonuYecKasn N204HAA 2unepmeHsus,
3HO0BACKYAAPHOE BMEWamenbemao, KAUHU4ecKul cayyad.
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CHRONIC THROMBOEMBOLIC PULMONARY HYPERTENSION AS A RARE INITIAL
PRESENTATION OF SYSTEMIC LUPUS ERYTHEMATOSUS COMPLICATED BY
ANTIPHOSPHOLIPID SYNDROME: A CASE REPORT
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Pulmonary arterial hypertension (PAH) is a recognized complication of systemic lupus erythematosus (SLE), presenting with a wide spectrum of clinical
manifestations ranging from asymptomatic to life-threatening. Pulmonary embolism, leading to chronic thromboembolic pulmonary hypertension (CTEPH),
is a known pathogenetic mechanism of PAH in SLE patients with secondary antiphospholipid syndrome (APS). This case report describes a unique initial
presentation of SLE in a 20-year-old patient manifesting as life-threatening CTEPH (WHO Functional Class IV). This case highlights the diagnostic challenges
encountered in resource-limited settings. The patient presented with severe dyspnea, and CTEPH was subsequently diagnosed in the context of secondary
APS. Management included transluminal balloon pulmonary angioplasty (BPA) followed by targeted medical therapy. Timely endovascular intervention
and immunosuppressive therapy resulted in significant hemodynamic improvement — reducing the mean pulmonary artery pressure (mPAP) from 97 to
60 mm Hg —and an improved functional status.
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BBEAEHMUE

CuctemHan KpacHas BonyaHKka (CKB) — xpoHuyeckoe ayToum-
MYHHOE 3a60/1eBaH1e C NONMOPTaHHbBIM MOPAKEHUEM, XapaKTEPU3Y-
loleeca yepegoBaHeM neprosos obocTpeHus u pemuccun [1]. CKB
NPeMMYyLLECTBEHHO NOPaXKaeT XEHLLMH, XOTA Y MYXX4MH 3abonesaHne
AmarHoctupyetca Jawe B 6onee nosgHem Bospacte [2]. leTeporen-
HOCTb K/IMHWUYECKUX MPOABNEHUIA W OTCYTCTBME MATOrHOMOHMYHbIX
MapKEPOB 3aTPyAHAIOT paHHIo anarHoctuky CKB (3, 4]. Knaccuom-
Kaums CKB ocHosaHa Ha Kputepuax EULAR/ACR 2019 roaa, BKAto-
yatowmx obs3aTenbHoe Hanume aHTUHYKNeapHbIx aHTuTen (ANA) u
CUCTEMY [ONONHUTE/IbHbIX B3BELIEHHbIX KPUTEPUEB, OXBATbIBAKOLLMX
KNMHUYECKME U UMMYHONIOTMYECKUE AOMEHDI [5, 6].

AHTUdOChonmnuaHbiii cuHapom (A®C) — ayToummyHHoe 3a6o-
NleBaHME, XapaKTepU3YIOLLEECA BEHO3HbIMU W/WAN apTepuabHbIMKU
Tpomb0o3amu M aKyllepcKoit natonorveit Ha ¢oHe aHTUPocdonu-
nuaHbix aHtuTen (ad/l). Couetanne AGC u CKB (BTOpuuHbIi ADC)
MOKET MOAMPULMPOBATL KAMHUYECKYIO KapTWHY, Yalle NpoABAAACh
apTParUAMM, APTPUTOM, AYTOUMMYHHOW FeMONUTUYECKON aHEMUEN,
CeTHYaTbIM NMBELO, SNuAencuen, MomepynapHbIM TPOMBO30M, WH-
(bapKTOM MMOKapAa v XPOHUYECKON TPOMB0IMBONMYECKON NETOYHOW
runepTeHsuen (XTI BcieacTsve peunavsupyolwero Tpombo3a
rny6okux BeH (TIB) [7]. NéroyHas apTepuanbHan runepTeHsus (J1AT)
Knaccuduumpyetca BcemnpHoi opraHu3saLmeii 34paBooxpaHeHnsa Ha
NATb TUMNOB B 3aBUCMMOCTH OT 3TMonornun. XTI/T, obycnoBneHHas xpo-
HUYecKol Tpomboambonunel, oTHocuTca K rpynne 4 8, 9].

Hannune sTopmnyHoro A®C y naumeHTos ¢ CKB ycyrybnset Teye-
Hue 3aboneBaHuMA, NPMBOAA K NOBTOPHbIM TPOM603IM60INAM B NErOY-
Hble cocyabl 1 passuTmio XTI,

B cTaTbe npeacTaBieH KAMHUYECKUI cnydal Taxénon XTINM y
naupeHTkn ¢ CKB 1 BTopnuHbiM ADC, KOTOPOI NpoBeAeHa TPaHC/LO-
MUWHaNbHan 6annoHHas aHrmonnactuka (T/IBAM) C8 cermeHTapHOW
BETBM NIEro4YHoMN apTepumn. O6CyKAatoTCA BONPOCh! NaToreHesa, Ana-
FHOCTUKM W NIeYeHNa JaHHOMN pPeaKol M CnoxkHoW natonoruu. MNpea-
CTaB/eHHOE KAMHMYecKoe HabnogeHue NoaYEpKMBaeT Heobxoau-
MOCTb BbICOKOW HAacTOPOXEHHOCTU B OTHOLLEHUW pa3suTua XTI/ y
naupeHToB ¢ CKB 1 BTopuyHbiM APC. CBOEBpPEMEHHas AMarHOCTUKa
W aleKBAaTHOE JIeYeHWe, BKNKOYan SHA0BACKYNAPHbIE BMELLATeNbCTBa,
MOTYT 3HAUYUTENbHO Y/IYHLIMTb MPOTHO3 U KAYECTBO KMU3HW NALLMEHTOB.

OnucaHune KAMHUYECKOTO cayvan

dTuyeckoe 3assneHue. Mepes npeacTaBeHUEM AAHHOO Ku-
HUYECKOrO C/1y4an bbl10 NONYYeHO MUCbMEHHOE MHPOPMUPOBAHHOE
cornacue nauMeHTKU Ha nybankaumio 06e3IMYeHHbIX MeaNLMHCKUX
JaHHbIX. OpobpeHne NIOKaNbHOMO 3TUYECKOTO KoMWTeTa He Tpebo-
Ba/lOCb B COOTBETCTBUM C HALIMOHAbHBIMM HOPMaMM A1A ONUCaHUA
€AMHWYHbIX C/y4aeB.

06wana nHpopmauma U aHamHes. bonbHasa M., 19 net B mae
2023 roaa 6blna 3KCTPEHHO rOCMWTANIM3MPOBaHA B OTAENEHME Kap-
avonorun Komnnekca 3goposba «Mctuknon» r. Jywaxbe, ¢ xanoba-
MU Ha cepauebueHne, oabILIKY NPU ManenWwein Harpyske, OAbILLKY B
NOKOE, NPUCTYNbI YAyLWbA N0 HOYaM, FON0BHbIe 60U, FOOBOKPYKe-
HUWe, TOLLIHOTY, BblPaeHHYH c1aboCTb, NOBbILLEHHYIO YTOMAAEMOCTb,
NOX0NOAAHME U OHEMEHME KOHUMKOB NasibLes KUCTeMN U cTorn, 6onu
B KMCTAX, CTOMaX, KONIEHHbIX CYCTaBaX, YMEHbLUEHHOE KOIMYECTBO Bbl-
[enaemoi moun.

M3 aHamHe3a mepsble 3TV MpW3HaKM nosBuaMCL B despane
2023 roga. B mapTe 2023 roga nauumeHTKa bblia rocnuTanusvnposaHa
B HauuoHanbHyto Ty6epKynésHyto 601bHULY C NOAO3PEHUEM Ha Ty-
6epkynés. Motpebosanock 10 AHEN, YTOObI UCKNOUUTD TYOEPKYNES,
W eL@ HECKO/IbKO AHel, YTODbI UCKKUUTDL ApYyTve BO3MOXKHbIe 3a60-
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INTRODUCTION

Systemic lupus erythematosus (SLE) is a chronic autoim-
mune disease characterized by multisystem organ involvement
and a clinical course of alternating exacerbations and remissions
[1]. While SLE predominantly affects women, the disease in men
is often diagnosed at a later age [2]. The heterogeneity of clinical
manifestations and the lack of pathognomonic markers frequent-
ly complicate early diagnosis [3, 4]. Current classification is based
on the 2019 EULAR/ACR criteria, which require the presence of
antinuclear antibodies (ANA) alongside a weighted system of clin-
ical and immunological domains [5, 6].

Antiphospholipid syndrome (APS) is an autoimmune disor-
der characterized by venous or arterial thrombosis and obstet-
ric complications in the presence of antiphospholipid antibodies
(aPL). When APS occurs in the context of SLE (secondary APS),
it can significantly modify the clinical presentation. Common
manifestations include arthralgia, arthritis, autoimmune hemo-
lytic anemia, livedo reticularis, epilepsy, glomerular thrombosis,
myocardial infarction, and chronic thromboembolic pulmonary
hypertension (CTEPH) resulting from recurrent deep vein throm-
bosis (DVT) [7]. The World Health Organization (WHO) classifies
pulmonary arterial hypertension (PAH) into five groups based on
etiology; CTEPH is categorized as Group 4 [8, 9].

The presence of secondary APS in patients with SLE exacer-
bates the disease course, increasing the risk of recurrent pulmo-
nary thromboembolism and the development of CTEPH.

This article presents a clinical case of severe CTEPH in a pa-
tient with SLE and secondary APS who underwent balloon pulmo-
nary angioplasty (BPA) of the C8 segmental branch. We discuss
the pathogenesis, diagnosis, and management of this rare and
complex condition. This case highlights the need to maintain a
high clinical suspicion for CTEPH in patients with SLE and second-
ary APS. Timely diagnosis and integrated management, including
endovascular interventions, can significantly improve patient
prognosis and quality of life.

Case presentation

Ethics statement. Written informed consent was obtained
from the patient for the publication of anonymized medical
data. In accordance with national guidelines for reporting iso-
lated cases, approval from a local ethics committee was not re-
quired.

Initial presentation and history. A 19-year-old female was
urgently hospitalized in May 2023 at the Istiklol Health Complex
(Dushanbe, Tajikistan). She presented with severe palpitations,
exertional and resting dyspnea, paroxysmal nocturnal dyspnea,
headache, dizziness, nausea, and profound fatigue. She also re-
ported coldness, numbness, and pain in her extremities (hands,
feet, and knees), as well as decreased urine output.

Symptom:s first appeared in February 2023. In March 2023,
she was hospitalized at a National Tuberculosis Hospital; howev-
er, tuberculosis and other primary lung diseases were ruled out
after extensive testing. There was no family history of rheumatic
disease.

Physical examination and laboratory findings. Upon ad-
mission, the patient's condition was critical. Physical examination
revealed skin pallor and cyanosis, tachycardia (110 bpm), hypo-
tension (100/60 mm Hg), tachypnea (20-22 breaths/min), and
hypoxemia (SpO2 85% on room air), with dry wheezing on lung
auscultation.
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NeBaHMA NETKMX. CemelHblli aHaMHe3 No peBMaTUYECKUM BonesHam
He OTArOWEH.

KnuHuko-nabopatopHble gaHHble. [py nocTynaeHnn coctos-
HWEe OLeHMBAIOCh KaK TAXENOe: 61elHOCTb U LiaHO3 KOXKHBIX MOKPO-
BOB, TaxvKkapauna (110 ya/muH), runoteHsma (100/60 mm Hg), Taxmn-
HO3 (20-22 B MUHYTY), runokcemma (SpO2 85%), cyxue Xpunbl B NETKMX.

Na6opatopHble uccnefoBaHUA NPU NOCTYRAEHUN. KpeaTuHUH
— 80,0 mKmonb/n (pedepeHcHble 3HadeHus nabopatopum: 44-115
MKMOAb/n), MoYeBMHa — 6,9 MMo/b/ A (pedepeHcHble 3HaueHua nabo-
patopuu: 2,5-8,3 Mmonb/n). OTMeYanoch NOBbILEHWE MaPKEPOB BOC-
nanenua: C-peaktusHblii 6e10K (CPB) — 8,55 mr/n (Hopma <5 mr/n) n
nHTepnenknH-6 (U1-6) — 54,23 nr/mn (Hopma <7 nr/mn). 3HaunTENbHO
nosbiLleH 6bin yposeHb [-anmepa — 5846 Hr/mn (Hopma <500 Hr/mn).
B obLem aHann3e KpoBM 3aperucTpupoBaH neikoumntos (11,94x10%n
npu Hopme 4,0-10,0x10%n) n TpomboumTonenus (89x10%n npu Hop-
me 150-400%x10%n). Mpu 3ToM remornobuH (139 r/n, Hopma 115-155
r/n), aputpounTsl (4,74%10'/n, Hopma 3,8-5,6x10'%/n) u ckopocTb oce-
faHua aputpouutos (CO3) (2 mm/y, Hopma <20 Mm/u) HaxoauaUchb
B npegenax pedepeHCHbIX 3HaYeHUin. [OPMOHabHbIN NPOPUAb LWiK-
TOBMAHOM }ene3bl Nokasan yposeHb TTT 4,47 mMME/n (Hopma 0,4-4,0
MME/n), ceoboaHoro T3 2,04 Hmosb/n (Hopma 2,6-5,7 HMonb/n) n T4
18,0 nmonb/n (Hopma 9,0-19,0 nmonb/n). O6LWMIA aHaN3 MOUM BbIS-
8w npotenHypuio (0,3 r/n npy Hopme <0,15 r/n), KOAMYECTBO NENKO-
LIMTOB COCTaBW/IO 2 B nosie 3peHus (Hopma — 0-5 B n/3p), 3pUTPOLMTSI
He o6HapyeHbl (Hopma — 0-2 B n/3p).

MHcTpymeHTanbHaA AMArHOCTUKa. dxokapauorpaduva nokasa-
Na BbIPAXKEHHYIO AWATALMIO MPaBbIX OTAEN0B CepALa, ANCKUHE3MNIO
MENKIKENYA0YKOBOW MEPEropofKM, BbIPANKEHHYID OTHOCUTENBHYHO
TPUKYCNUAANbHYIO pPeryprutauumio, N1éroyHyto runepteHsumio il ctene-
HU (cucTonnyeckoe aasneHvie B nérodHon aptepun (CONA) — 82 mm
Hg), cHuKeHWe yaapHOro o6bEMa NIEBOTO KeNyL0UKa M NepuKkapam-
anbHbI BbINOT (~140 mn). KM noaTeepanna NPU3HAKM CUHYCOBOM
TaxvKapauu W neperpysku npasbix otaenos cepgua. KT opraHos
TPYAHOMN KNETKM BbiABU/IA MONMCErMEHTAPHYIO MHEBMOHWIO U Mpa-
BOCTOPOHHUI rnapoTopakc. I30¢haroracTposyofeHOCKONUA Nokasana
OCTPbI 3PO3UBHbIN FaCTPUT.

Ha 0CHOBaHWK KAMHWMYECKON KapTuHbI (noanapTtpanruu, GeHo-
MeH PeliHO, cepo3uTbl — NJEBPUT, NEPUKAPANT, MHEBMOHUT, NPU3HA-
Ku HepponaTnm, HEBPOOrMYECKan CUMNTOMATHKA — FOI0BHble 60K,
rO/I0BOKPYKEHWE) U Pe3ynbTaToB 06C/eA0BaHUsA OblI0 3aNof03peHO
cUCTeMHOe 3ab0/1eBaHME COEAMHUTENBHOMN TKAHW, Hanbonee BepoAT-
Ho CKB. NpeaBapuTenbHO bbl NOCTaBAEH AMArHO3: CUCTEMHAR Kpac-
Han BonuaHKa? (CKB), nogocTpas cTaaus ¢ BUCLEPabHbIMM NPOSB-
NEeHUAMM (MHEBMOHMUT, KapAWT, NNeBpPUT, HedpuT), 0cNoKHEHHaA XCH
Il @K (NYHA), oTHOCUTENbHOM HEelOCTaTOYHOCTbIO TPUKYCNMAANbHOTO
1 NErOYHOrO KNanaHoB, TPOMB03IMBOMEN MENKNX BETBEN NETOYHOM
apTepuu U rMnoKcuyeckol sHuedanonatueit. ConyTcTBytowWwan nato-
NOrMA: NoAMcermeHTapHas NHEBMOHWA, 3PO3UBHbINA FacTPUT.

KnuHuuyeckoe TeueHne n BepuduKauma guarHosa. BaxkHo ot-
METMUTb, YTO Ha MOMEHT NepPBUYHOM rocnuTanmsaumm B mae 2023 roga
B Pecnybnvke TafKMKUCTaH OTCYTCTBOBaNa TEXHUYECKAA BO3MOXK-
HOCTb onpefeneHna cneLndUIecknx MMMyHONOTMYECKUX MapKEPOB
CKB (aHTuHYKneapHble aHTUTeNna — ANA, aHtutena K dsfHK) v aHTu-
dochonnnuaHbix aHTMTen (ak/l, aHTU-B2-rnMKonpoTenH I), Heobxo-
AVMMBIX ansa BepudmKaumm amarHosa CKB u A®C no coBpemeHHbIM
KNnaccMUKaLMOHHBIM KpUTEPMAM. ITa CUTyaLMA OTPaXKaeT OrpaHu-
YEeHHble AMArHOCTUYECKME BO3MOKHOCTU Ha TOT NEPUOA, BPEMEHMU.

HasHauyeHa WMHTEHCMBHaA Tepanwus, BK/KOYAMOLLAA MMMYHOCY-
NPEecCUBHYIO Tepanuio (MeTUANpesHU3oaoH 24 mr/cyT, MuKode-
Honata modetnn 500 mr/cyT), KapAMONOTUYECKYID NOALEPHKKY (Be-
panamun 40 mr/cyT, 603eHTaH 250 mr/cyT, cungeHadun 100 mr/cyT,

Initial laboratory results showed a significantly elevated
D-dimer of 5846 ng/mL (normal <500 ng/mL) and inflammatory
markers (CRP — 8.55 mg/L; IL-6 — 54.23 pg/mL). A complete blood
count revealed leukocytosis (11.94x10%L) and thrombocytopenia
(89%10%L). Hemoglobin, ESR, creatinine, and urea were within
reference ranges. Thyroid function tests showed mild abnormali-
ties (TSH — 4.47 mIU/L; free T3 — 2.04 nmol/L). Urinalysis revealed
mild proteinuria (0.3 g/L).

Imaging and preliminary diagnosis. Echocardiography
demonstrated pronounced right heart dilation, interventricular
septum dyskinesia, severe tricuspid regurgitation, and Grade Il
pulmonary hypertension (PASP: 82 mm Hg), alongside pericardial
effusion (~140 mL). Chest CT revealed polysegmental pneumonia
and right-sided hydrothorax. Upper endoscopy revealed acute
erosive gastritis.

Based on the multisystem involvement (polyarthralgia, Ray-
naud's phenomenon, serositis, pneumonitis, nephropathy, and
neurological symptoms), a systemic connective tissue disease,
likely SLE, was suspected. Preliminary diagnosis was active SLE
with multi-organ involvement (pneumonitis, carditis, pleurisy,
and nephritis). Complications include NYHA Class Il heart failure,
functional tricuspid and pulmonary regurgitation, subsegmental
pulmonary embolism, and hypoxic encephalopathy. Concomitant
conditions included polysegmental pneumonia and erosive gas-
tritis.

Clinical course and verification. At the time of initial hospi-
talization, specialized immunological markers (ANA, anti-dsDNA,
aPL) were unavailable in Tajikistan.

An intensive treatment regimen was initiated, consisting
of immunosuppressive therapy (methylprednisolone 24 mg/day,
mycophenolate mofetil 500 mg/day) and management of pul-
monary hypertension (verapamil 40 mg/day, bosentan 250 mg/
day, sildenafil 100 mg/day, and spironolactone 50 mg/day). He-
modynamic and respiratory management included infusions of
dopamine and furosemide, along with methylprednisolone and
enoxaparin. Additionally, GI prophylaxis (pantoprazole 40 mg/
day) and anticoagulation therapy (rivaroxaban 20 mg/day) were
administered.

In July 2023, the patient was referred to the V.A. Nasonov
Research Institute of Rheumatology (Moscow, Russia). The pa-
tient was evaluated in consultation by Professor T.M. Reshet-
nyak. In July 2023, at the Rheumatology Research Institute, the
diagnosis of SLE (M32.1) was confirmed based on the 2019 SLICC
criteria. Clinical features included internal organ involvement
(pneumonitis), hematological abnormalities, and positive ANF.
Comorbidities identified included APS, other coagulopathies, and
pulmonary infarction.

Immunological studies revealed elevated aPL titres: aCL
IgG at 50.0 GPL (ref: 0-12), aB2-GP IgG at 9.1 U/ml (ref: 0-8), and
aB2-GP IgM at 52.0 U/ml (ref: 0-20). Other serological markers
were within reference ranges, including aCL IgM (8.2 MPL), an-
ti-RNP-70 (2.6 U/ml), C3 (1.22 g/L), C4 (0.268 g/L), anti-Ro/SS-A,
anti-dsDNA, and ANCA screening.

Deterioration and specialized care. The patient's condition
stabilized on the aforementioned conservative management,
with initial clinical improvement. However, in January 2024, she
experienced a clinical deterioration characterized by exacerbated
dyspnea, epigastric pain, nausea, anorexia, and melena. She was
readmitted to the Istiklol Health Complex (Dushanbe), where she
received conservative therapy with transient improvement and
was discharged on January 24, 2024
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CNMPOHONAKTOH 50 Mr/cyT), pecnupatopHyo NOAAepXKY (MHOY3MK
pacTBOPOB 3HOKCanapuHa, MeTUANPeAHU30N0Ha, AonamuHa, dypo-
cemuza), a Tak¥e ractponporteKumio (naHtonpason 40 Mr/cyT) u aHTU-
TpombBoTHYecKyto Tepanuio (pusapokcabax 20 mr/cyr).

M3-3a OTCYTCTBMA HEOOXOAMMbIX MMMYHONOTUYECKMUX TECTOB B
TagKUKUCTaHe, NaLMeHTKa bblna HanpasieHa B HUW peematonorum
um. B.A. HacoHoBa (r. MockBa) /s yTouHeHMs auarHosa. bonbHas
6blna NPOKOHCYNbTUPOBaHa npodeccopom T.M. PewetHsk. B HUU
pesmatonorum (uonb 2023 r.) no pesynsTatam obcnesoBaHua (Kpu-
Tepum SLICC 2019) amnarHos BepudunumposaH Kak CKB (M32.1) ¢ nopa-
YKeHUem BHYTPeHHWX opraHos, AH®-N03nTMBHa#A, C reMaToN0rMyecKu-
MW HapyLUeHUAMM U NTHeBMOHWUTOM. O6HapyKeHbl Takxke APC, apyrue
HapyLIeHWA cBEPTbIBAEMOCTU KPOBU U MHAPKT NETKOro.

MimmyHonormyeckoe nccnefoBaHne noKkasano nosbllEHHble Th-
Tpbl aHTUdOCHOMNUAHBIX aHTUTen: ak/l IgG — 50,0 GPL (Hopma 0-12
GPL), aB2-GP IgG — 9,1 Ea/mn (Hopma 0-8 Ea/mn), aB2-GP IgM — 52,0
Ea/mn (Hopma 0-20 Ea/mn), a ocTanbHble UMMYHOMOMMYECKMUE MOKa-
3aTesm 6bn B Npesenax Hopmbl: ak/l_ IgM — 8,2 MPL (Hopma 0-12
MPL), aHtutena k RNP-70 — 2,6 Ea/mn (Hopma 0-25 Ea/mn); C3 — 1,22
r/n (Hopma 0,9-1,8 r/n), C4 — 0,268 r/n (Hopma 0,1-0,4 r/n), aHTn-Ro/
SS-A—0,1 Ea/mn (Hopma 0-20 Ea/mn), ANA — oTpuuaTeNbHbINR, aHTK-
Tena K dsfHK — 5,5 ME/mn (Hopma 0-100 ME/mn), pANCA/AT k MPO
— 0,4 Ea/mn (Hopma 0-5 Ea/mn), ANCA screen — 0,1 (Hopma go 1),
cANCA/AT k PR3 - 2,3 Ea/mn (Hopma 0-20 Ea/mn) n aHtu-La/SS-B-0,1
Ea/mn (Hopma 0-20 Ea/mn).

YXyALueHue COCTOSAHUA U CNeLuann3upoBaHHbIii yxod. Coctos-
HWe NMALMEHTKM YAaN0Ch CTabUAM3MPOBATb KOHCEPBATUBHBIM JIEYEHU-
€M C UCNONb30BaHNEM TeX e Mepeync/eHHbIX Bbille npenapaTtos, v
OHa YyBcTBOBaNa cebn nyywe. OpHaKo, B AHBape 2024 r. HabaoganocL
YXYALWEHWEe: YCUNUAACh OApILIKA, MpucoeanHunack 6onb B obnactu
YKeNyAKa, TOLWHOTA, CHUXKEHUA anneTuTa, SNn30Apl YEPHOro cTyna (Me-
neHa). OHa bblna NOBTOPHO rocnMTan3MpoBaHa B Komnieke 350poBbA
«Mctuknon» (QywaHbe), nonydana KOHCEPBATUBHYHO Tepanuio C Bpe-
MEHHBIM NONOXKUTENbHBIM 3 dEKTOM 1 BbinMcaHa B 24.01.2024 1.

25.01.2024 r. naumeHTKa bblia rocNUTanM3MpPOBaHA B peaHu-
MaLMOHHOE OTAeNeHNe KapAMONOrnYecKon KAMHUKKN B MOCKBe € aun-
arHozom: A®C c passutrem JIAT IV ®K (c nogospennem Ha XTI/N),
nHeBMOHUT, ADPC-HedponaThs, LMTONUTUYECKUIA CUHAPOM, KOXKHble
n3meHeHua 1 TIB HUKHeW KOHEYHOCTU. TaKKe AMAarHOCTUPOBAHbI UH-
TepcTuUManbHana NHEBMOHUA U BACKYUT KOXW. [JOMUHUPOBanu cum-
NTOMbl AeKkomneHcauuu JIAT, AbixaTenbHOW HeAoCTaTouHOCTU (cBA-
3aHHOM C MHEBMOHMEN M MHEBMOHWUTOM), LIMTONN33, MUHMMA/bHOM
asoTeMuy, abAOMMHANBHOTO CUHAPOMA, TAXKENBIX KOarynAaLMOHHbIX
HapyLUEeHW.

Ha ¢oHe neveHus roOKOKOPTUKOMAAMM, BHYTPUBEHHBIMM M-
MyHornobynuHamu (BBUT), KOMOUHMPOBaHHOW aHTUGaKTepUanbHOM
Tepanuei, aHTUKOAryNaHTaMmn 1M TPEXKOMMNOHeHTHOM Tepanueit NIAT
OTMeYanacb NONOKUTENbHAA AMHAMUKA: HOPMaU3aLmaA NeYEHOUHbIX
MoKa3saTesiel, KoarynaLyMOHHbIX MAapPaMeTPOB, Pa3peLleHme a3oTeMun
W KynupoBaHue abaoMMHaNbHOIO CMHAPOMA, CHUxeHne CAJA. Op-
HaKo, NporpeccupoBasia NHEBMOHMA (HOBbIE 30HbI KOHCONUAALMM),
COXpaHANacb KMcnopoasasmcumoctb. JIAI octaBanack TAxkénon. Pes-
MaTo/I0r PEKOMEHA,0BaN A06aBUTb MMAPOKCUMXN0POXMH (200 mr Beye-
pom). Mocne 3aBepLueHns Kypca BBUI B ao3unposke 1 r/Kr, naumeHTKa
6blna nepeBeseHa B CNELMan3NPOBaHHbIN Kapanonormieckuin cra-
LiMOHap ANA NPOAOMIKEHNA NeYeHNA U MOHUTOPUHIA COCTOAHMA.

B otpeneHuu néroyHoit runepteHsnm GreY «HMULIK vm. akag,
E.W. Yasosa» nposegeHa My/nbTUCMMPaNbHAA KOMMbIOTEPHAA ToO-
morpadusa (MCKT) u aHrvonynbmoHorpadws, BbifBMBLIAA TPOMOO3
NEroyHon apTepumn n eé setseir. IxoKI nokasano CAJIA 97 mm Hg,
KOMBUHMPOBaHHYIO NeperpysKy NpaBoro Kenyaouka v 3HauuTenbHoe
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On January 25, 2024, the patient was admitted to the Cardi-
ology Intensive Care Unit (ICU) in Moscow. The primary diagnosis
was APS with associated Group 1 PAH, WHO Functional Class IV
(with suspected CTEPH), pneumonitis, APS nephropathy, cytolytic
syndrome, and lower-extremity DVT. Interstitial pneumonia and
cutaneous vasculitis were also documented. The clinical presen-
tation was dominated by decompensated PAH, respiratory failure
(secondary to pneumonia and pneumonitis), hepatic cytolysis,
mild azotemia, acute abdominal symptoms, and severe coagulop-
athy.

Following treatment with glucocorticoids, intravenous im-
munoglobulin (IVIG), combination antibiotic therapy, antico-
agulants, and triple therapy for PAH, clinical improvement was
observed: normalization of liver function tests and coagulation
parameters, resolution of azotemia and abdominal symptoms,
and a reduction in pulmonary artery pressure (PAP). Howev-
er, pneumonia progressed with the appearance of new areas of
consolidation and persistent oxygen dependence. PAH remained
severe. The rheumatologist recommended adding hydroxychloro-
quine (200 mg nightly). After completing a course of IVIG (total
dose 1 g/kg), the patient was transferred to a specialized cardiol-
ogy center for further management.

In the Pulmonary Hypertension Department of the Chazov
National Medical Research Center of Cardiology, Moscow, Rus-
sia, multidetector computed tomography (MDCT) and pulmo-
nary angiography confirmed chronic thrombosis of the pul-
monary artery and its branches. Echocardiography revealed
a systolic pulmonary artery pressure (SPAP) of 97 mm Hg, com-
bined right ventricular (RV) overload, and a significant reduction
in RV contractility.

Right heart catheterization (RHC) and selective pulmonary
angiography demonstrated severely impaired pulmonary per-
fusion with the following hemodynamic parameters: mean pul-
monary artery pressure (mPAP) of 51 mm Hg, pulmonary artery
wedge pressure (PAWP) of 8 mm Hg, and a cardiac index (Cl) of
2.0 L/min/m2. On February 27, 2024, the patient underwent suc-
cessful BPA of the C8 segmental branch of the left pulmonary ar-
tery. Postoperatively, the patient required 48 hours of Continuous
Positive Airway Pressure (CPAP) therapy.

Pharmacological management. PAH-specific therapy was
intensified: bosentan was replaced with macitentan (10 mg dai-
ly), the iloprost dose was increased to 10 mcg four times daily
via inhalation, and sildenafil (20 mg three times daily) was con-
tinued. Heart rate control was adjusted with ivabradine (2.5 mg
twice daily). Anticoagulation was transitioned from enoxaparin to
warfarin, with the dose titrated to a target International Normal-
ized Ratio (INR) of 2.5-3.5.

Final diagnosis

e Primary: Chronic thromboembolic pulmonary hyper-
tension (CTEPH, ICD-10: 126.9), WHO Functional Class
IV. Status post-BPA (February 2024). Chronic cor pulmo-
nale with Grade lll tricuspid regurgitation.

e  Complications: Congestive heart failure (NYHA Class
IV). Ascites, hydrothorax, and hydropericardium. Status
post-bilateral pneumonia. Stage lll respiratory failure.

e Background: Systemic lupus erythematosus (SLE) and
secondary antiphospholipid syndrome (APS) (positive
for aCL and anti-B2GP ) with multisystem involvement
(pneumonitis, APS-nephropathy, cytolytic hepatitis,
and cutaneous manifestations).
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CHWXKEHWE COKPaTUTENbHOM CNOCOBHOCTU MMUOKapAa NPaBOro XKeny-
[0uKa.

KaTeTepusaumsa npasbix OTAEN0B CEPALA WM CENeKTUBHAA aHIU-
onynbMOHOrpadua BbIABUAN BbIpaXKeHHOE CHUXKeHne nepdysumn nér-
Kux (cpesHee gasneHue B NérouHow aptepum (cpd/1A) coctasmno 51
MM Hg, faBneHue 3akAMHUBaHUA NérodHol aptepum (43/1A) — 8 mm
Hg, cepaeuHbit uHaekc (CU) — 2 n/mun/m?). MposeaeHa ycnewHas
0anNoOHHaA aHTMONNACTUKA CErMEHTAapHOW apTepuu NeBoro NErKoro
(27.02.2024r). Nocne onepaumn — 2 cytok CPAP-Tepanum (Continuous
Positive Airway Pressure).

dapmakonoruyeckana noapgepka. [posegeHa Koppekuma
NAT-cneundwnyeckor Tepanuu: OTMEHEH GO03eHTaH, Ha3HayeH Ma-
uuteHTaH 10 mMr B CyTKM, yBeanyeHa f03MpoBKa unonpocta 10 mkr
4 pasa B CYTKM MHFANALMOHHO, MPOAO/NKEH NPUEM cunaeHoduna 20
Mr 3 pasa B AeHb. [JaHHaa KombuHMpoBaHHas Tepanus JIAT paccma-
TPVBAETCA KaK NAaTOreHeTUYeckas U HeobXxoaUMa AN JONTOCPOYHOTO
KOHTpoNA 3aboneBaHuA. CKOPPEKTMPOBaHa Tepanus, CHWXKaloLas
4acToTy CepAEYHbIX COKpalLeHuit (BabpagunH 2,5 Mr 2 pasa B cyTku).
Takke npoBeAeHa KOPPEKLMA aHTUKOAryNAaHTHOM Tepanuu: oTMeHe-
Hbl MHBEKLIMM SHOKCUMAPUHa, NofobpaHa fo3a BapdapuHa Noj, KoH-
Tponem MHO (uenesoe 3HauyeHue: 2,5-3,5).

3aKN0UYUTENbHbIN KNAMHUYECKUI ANArHO3:

e OcHOBHOW: 126.9 XpoHuyeckas Tpomboambonnyeckas
NEroyHas runepteHsun. GyHKLMOHANbHBIN Knacc IV (BO3).
TpaHcnlomMuHanbHaa 6annoHHas aHrvonnactvka C8 cer-
MEHTapHOM BETBU IEBOM NErOYHO apTepum ot 27.02.2024.
XpoHwuueckoe néroyHoe cepaue. HeocTaTouHOCTb TPUCKY-
nuaanbHOro Knanaxa lll crenexn.

e OcnoxHeHusa ocHoBHoro 3abonesaHua: XCH IV (NYHA).
Acumt, rmgpoTtopakc, ruaponepukapd. CoctoaHue nocne
nepeHecéHHOW ABYCTOPOHHEN NHEBMOHMM OT 25.01.2024.
[pbixatenbHaa HegocTaTodHOCTb |l cteneHun.

e ®oHOBble AMarHosbl: CUCTEMHaA KpacHaA BOAYAHKa. AH-
TMdochonunuaHslii cuHapom (aenosutusHocTb — AKN, AT
K 2 6eTal M) c nopakeHMem NErknx (MHeBMOHUT), aHTUdOC-
donunuaHas HedponaTtus, NeYeHU (LUTONUTUYECKUIA CUH-
LPOM), KOXKM.

e Conyrcrylowme 3a6oneBaHUA: XPOHUYECKMI OYaroBbIi
aHTpasbHbIN racTpuT. MKenesogeduunTHan aHemMuA NETKoM
CTENeHW BbIPAXKEHHOCTU.

[vHamunueckoe HabniogeHue M ucxod. Mocne nposefeHUs
TNBAIN néroyHoW apTepuy U KOpPeKUMu Tepanuu, HanpaeaeHHOW
Ha neuveHue JIAT, cocToAHWE MALMEHTKU 3HAUYUTENBHO YNYYLWMAOCh.
KoHTponbHas axoKkapamorpadms nokasana CyLleCTBEHHYO MOJIOMKM-
Te/bHYI0 AMHAMUKY: cHUxKeHne CONIA ao 60 mm Hg (6b110 97 mm Hg
14.02.2024), ymeHblUueHWe NPU3HAKOB Neperpysku npaBbix OTAEN0B
cepALa (puc.) v ucuesHOBEHME NPU3HAKOB CEPAEYHON HEAOCTaTOYHO-
ctn. Catypauus kucnopoga (Sp02) gocturna 91-92%.

MauveHTKa BbiNKCaHa Ha NOMM3HEHHYIO Tepanuio: cneumnduye-
cKan Tepanua JIAT (MauuTeHTaH, cungeHadun, UHrANALMOHHBIW UNo-
MpPOCT), aHTUKOAryAHTHasA Tepanus (BapdapwH), UMMyHocynpeccus
(rntokoKopTMKOMAbI, MUKOdeHoNaTa MObETUA, MMAPOKCUXIOPOXMH)
nog, HabnogeHWem Kapamonora U peBmaTtonora no Mecty XuTefb-
ctBa. Mocneaytowee HabnoaeHWe NOKasano ynydyweHue QyHKLMO-
Ha/IbHOTO KNacca 1 CHUXKEHWe faBNeHuaA B NEFrOYHOW apTepun.

OBCYXOEHUE

CKB — XxpoHuuyeckoe BocnanutenbHoe 3abonesaHue, NOTEHLM-
anbHO cnocobHoe nopaKaTb /tobble opraHbl M CUCTEMBI, HO Yalle
MaHudecTUpytoLLee KOXHbIMKM, CYCTaBHbIMM, MOYEYHBIMM, FreMaTo-

e  Comorbidities: Chronic focal antral gastritis and mild

iron-deficiency anemia.

Follow-up and outcomes. Following the BPA procedure and
targeted therapy optimization, the patient showed significant
clinical improvement. Follow-up echocardiography demonstrated
a reduction in SPAP to 60 mm Hg (from a baseline of 97 mm Hg),
regression of right heart strain (Fig.), and resolution of heart fail-
ure symptoms. Oxygen saturation (Sp0O2) stabilized at 91-92% on
room air.

The patient was discharged on a lifelong therapeutic regi-
men, including targeted therapy for PAH (macitentan, sildenafil,
and inhaled iloprost), anticoagulation (warfarin), and immuno-
suppressive therapy (glucocorticoids, mycophenolate mofetil,
and hydroxychloroquine). Follow-up care was coordinated with a
cardiologist and a rheumatologist at the patient's place of resi-
dence. Subsequent clinical monitoring demonstrated sustained
improvement in WHO Functional Class and a significant reduction
in pulmonary artery pressure.

DISCUSSION

SLE is a chronic inflammatory disease that can affect any
organ system, typically manifesting through cutaneous, articular,
renal, hematological, and neurological involvement. The clinical
course ranges from mild to fulminant [10]. APS may be primary
or secondary; aPL are detected in approximately 40% of SLE pa-
tients, although thrombotic complications occur in fewer than
40% of aPL-positive patients. However, the longitudinal risk of
developing clinical APS in aPL-positive SLE patients is estimated
at 50-70% over 20 years. Diagnosing APS in the context of SLE is
often challenging due to the overlap of clinical symptoms [6, 11].
While DVT is the most common manifestation of APS, CTEPH as
the initial presentation of SLE is rare but clinically significant. Lit-
erature suggests the prevalence of PAH in SLE ranges from 0.5%
to 17.5%, with CTEPH secondary to APS accounting for 10-15% of
these cases [12].

CTEPH results from recurrent thromboembolism, often orig-
inating from DVT. In this case, secondary APS served as the prima-
ry predisposing factor for recurrent thrombosis and subsequent
CTEPH.

Management requires a multidisciplinary approach. Similar
cases in the literature describe CTEPH developing after pulmo-
nary embolism in SLE/APS patients [12], in which interventions
such as pulmonary endarterectomy (PEA) have resulted in signif-
icant hemodynamic improvement [13, 14]. These observations
underscore that surgical or endovascular intervention can be
life-saving when conservative therapy is insufficient.

Our patient presented with multisystem SLE (seropositivity,
hematological abnormalities, and pneumonitis) and secondary
APS. CTEPH was confirmed by MDCT, pulmonary angiography,
and right heart catheterization, in accordance with ESC guide-
lines [8]. While PEA is the gold standard for CTEPH [13, 14], the
distal nature of this patient's lesions made surgical endarterec-
tomy technically unfeasible. Consequently, BPA was performed,
leading to marked clinical and hemodynamic improvement. The
treatment regimen included: lifelong anticoagulation, pulmonary
hypertension (PAH)-specific therapy, hydroxychloroquine, and
low-dose glucocorticoid.

The choice of anticoagulant therapy in APS remains a sub-
ject of debate. Despite the convenience of direct oral anticoag-
ulants (DOACs), the ESC and EMA currently do not recommend
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NIOTUYECKMMW M HEBPOAOrMYECKUMMM nposasaeHmamn. TeuyeHne CKB
BapbMpyeT OT NErkoro A0 MosiHMeHocHoro [10]. APC moxeT bbiTb
NepBUYHLIM UAKN BTOPUYHBIM, aCCOLMMPOBAHHBIM C APYTMMMU ayTo-
UMMYHHbIMW 3ab0neBaHuAMM, BKAoYas CKB. AHTudocdonmnuaHole
aHTuTena (ad/1) sbissastoTca npumepHo y 40% naumerTos ¢ CKB, oa-
HaKo TPOMBOTUYECKME OCNIOKHEHUA Pa3BMBAIOTCA MeHee Yem y 40%
ad/1-no3nTUBHbLIX NauMeHToB. Tem He MeHee, puUcK pa3suTna APC y
naupeHToB ¢ ad/l1-nonoxutensHoli CKB oueHusaetca B 50-70% B Te-
yeHue 20 neT HabnogeHwa. AuarHoctuka A®C y naupeHTos ¢ CKB
3aTpyaHeHa nepekpéctom cumntomoB APC u CKB, BKAHOYEHHDBIX B
Kputepun ACR [6, 11]. Toomb03bi, Yallle Bcero TI'B roneHe, ABnsoTcA
OCHOBHbIM KAMHMYecKnM npossaeHnem APC. XTI/ Kak aebtoTHoe
nposneHne CKB, ocnoxHéHHOWM ADC, npeacTasnset coboi peakoe,
HO KAMHWYECKM 3HaYMMOe cocTosHMe. 10 AaHHbIM uTepaTypsbl, pac-
npoctpaHéHHocTb JIAT npu CKB Bapbupyet ot 0,5% go 17,5%, npu
sTom XTI, obycnosneHHas ADC, coctaBnseT okono 10-15% ot Bcex
cnyyaes AT npu CKB [12].

XTI/ pa3BMBaeTCs BCAGACTBME PELUAMBUPYIOLLMX TPOMBOIM-
6011t U3 TPOMBMPOBAHHbIX IYBOKMX BeH. BTopuuHbiii ADC, Kak 1 B
npeacTasneHHOM Cyyae, ABAAETCA Npeapacnonaralowmm Gakropom
419 peuuamBupytoLLero Tpombo3sa rmybokux BEH U nocnefytoLero
pa3zsutna XTI/,

Pazsutue XTI/ y naumeHToB ¢ CKB n ADC TpebyeT mynstuamc-
LMNAMHAPHOTO Noaxoda. B anTepaType onucaHbl KAMHUYECKKE CAy-
Yau, UNNKCTPUpPYIOLLME faHHOe OCNoXKHeHWe. OnucaHo HabaogeHve
naumeHTkn ¢ CKB u BTopuuHbim ADPC, y KoTopow XTI/ passunach
nocse ann3ofoB Tpomboambonunm nérouHon aptepum [12]. B gpyrow
pabote coobuyaetcs o caydae XTI/ npu CKB n ADC, obycnosneHHowM
MHOeCTBEHHbIMW BEHO3HbIMM TPOMB03aMM, rae TPOM63IHAAPTEPIK-
TOMMA NPUBENA K 3HAYUTENIBHOMY Y/IYYLLEHUIO remoguHamumku [13].
Ewe B ogHoM paboTe npu pedpakTepHOCTY K MEANKAMEHTO3HON Te-
panuu 6bina NposeseHa NEroyHasa TPOMBIHAAPTEPIKTOMUSA, A pPeLy-
avsupytowas Tpomboambonma notpebosana fONOAHUTENbHOW ban-
JIOHHOM aHrvonaacTuku [14]. 3TM HabnloaeHUs NOATBEPKAAIOT, YTO
XUPYPrYecKoe NeveHne MOKET BbITb KU3HEHHO HEOOXOAMMbIM NpK
HeadHEKTUBHOCTM KOHCEPBATUBHOM TEPANMMN.

Y Hawel naumeHTKM AnarHoctmposaHa CKB ¢ nosvopraHHbIM
nopaxeHnem (ANA-NO3UTUBHOCTb, TEeMaTONOrMYECKME HAPYLIEHWS,
NHEBMOHWT) 1 BTOpUYHbIN ADC. Bepudukauma XTI/ BbINoAHEHA NO
ZAaHHbIM MCKT, aHrmonynbMoHorpadum 1 KatetepusaLmm npasbIx oT-
[lenoB cepAaua B COOTBETCTBUU C pekomeHaaumamm ESC [8]. Xota me-
ToAoM Bbibopa nedeHuna XTINM ABnAeTCA NEroYHAsA SHAAPTEPIKTOMMA
[13, 14], oucTanbHbIN XapaKTep NOpaXeHUn y AaHHOW 6obHOM cae-
Nan eé TeXHUYECKN HEBbLINOMHMMOMN. B KauecTBe anbTepHaTMBbI NPO-
BeaeHa T/IBAT c nocneayroWmM KAMHUYECKUM U FeMOAMHAMUYECKUM
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Puc. 3xorkapduoepaguyeckue cHuUMKU 0o u nocne T/IBAM. Ha uzobpa-
HeHusx (A) u (B) Habntodaromcea pacuiupeHHsie npasoe npedcepoue
U yenyoodex ¢ mpukycnuoansHol peaypeumayueli u NpusHaKamu
JIAT. Ha usobpaxeHusx (C) u (D) Habardaromcs usmeHeHus nocre
nposedeHus npoyedypel AH2UONAACMUKU

Fig. Echocardiographic images before and after BPA. (A, B) Pre-
procedural images demonstrating a dilated right atrium and ventricle
with severe tricuspid regurgitation and signs of PAH. (C, D) Post-
procedural images showing hemodynamic improvement and reduction
in right heart strain following angioplasty

DOACs for APS patients with a history of arterial or triple-positive
thrombosis [15]. Therefore, therapy must be strictly individual-
ized, with a careful assessment of the risk-benefit ratio.
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ynyylweHnem. HazHaueHa KOMOUMHMPOBaHHAA TEPANUA: NOXKMU3HEHHAs
aHTUKoarynauma, cneunduyeckue cpeacrsa ana nedvenusa JIAT, ru-
[POKCVXNOPOXMH U HU3KOA030BbIE IJIIOKOKOPTUKOUAPbI.

Bbibop aHTMKoArynsaHTHOW Tepanuu npu APC ocTaérea AMCcKy-
TabenbHbIM. HecMOTpsA Ha PEKOMEHZALMM MO MPUMEHEHUIO MPAMbIX
nepopasbHblx aHTMKoarynsaHToB (MOAK) npy BeHO3HbIX TPOMB03IM6O-
nuax, KomuteT no oueHKe puckos papmakoHaazopa ESC v EMA He pe-
KomeHayeT NOAK naupeHTam ¢ AOC 1 TPOMBOTUYECKMM aHAMHE30M
[15]. B nogobHbIx cyyasx Tepanus SOMKHA 6bITb CTPOTO UHAMBUAYA-
NIU3MPOBAHaA € y4ETOM HanaHca PUCKOB U NPEUMYLLLECTB.

OrpaHuyeHUnAa uccnepoBaHuA

1. [narHocTUYeCKUe OrpaHMYEeHMA: Ha HayajbHOM 3Tane
(2023 r.) B ycnosumax Pecny6anku TagKUKUCTaH OTCYTCTBO-
Ba/sla BO3MOXXHOCTb MPOBEAEHUA HEOOXOAMMBIX UMMYHO-
JIOTUYECKMX MCCNefoBaHWi (aHTUHYKNeapHble aHTUTena
— ANA, aHTuTena K dsfHK, nosnHbiit cnektp aHTMdochonu-
MUAHBIX aHTUTEN), YTO 3aTPYAHUNO PaHHIOK BEpUbMKALIMIO
anarHo3oB CKB n A®C 1 oTcpoumnno Havano cneupnduye-
CKOM Tepanuu. Ha MOMEHT HanucaHuA cTaTbu onpegene-
Hue ANA cTano gOCTyMnHbIM, O4HAKO onpeaeneHne nosaHo-
ro cnekTpa aHTUGOCPONUNUAHBIX aHTUTEN, NO-NPEXKHEMY,
OrpaHuyeHo.

2. XapakTtep onucaHuA: CTaTbs NpeACcTaBnAeT coboi aeTans-
HOe OnuCaHWe eAMHWYHOTO KAMHWYECKOro C/yyas, 4To
OrpaHMYMBAET BO3MOMXKHOCTb 0606LLeHMA BbIBOLOB. OaHa-
KO YHWKaNbHOCTb M PeAKOCTb NpescTaBAeHHON MaHude-
CTaLMK NOAYEPKMBAIOT BaXKHOCTb NyBanKaLmu.

3. OTtcyTcTBME ANUTENLHOTO KaTamMHe3a: Ha MOMEHT ny6/iu-
KaLuu nepurog HabntoAeHWs Nocne aHrMoNIacTUKM COCTaB-
NAET HECKONBbKO MecALeB. JonrocpoyHble pe3ynsraThl fe-
YeHua TpebytoT fanbHelwero HabaoaeHmA.

CuUANbHbIe CTOPOHbI UCCAeA0BaAHUA

1.  PeAKoCTb M KAMHUYECKAA 3HAUUMOCTb: C/Ty4ait UANOCTPU-
pyeT KpaliHe peaKuid U KusHeyrpoxatowmii aebrot CKB ¢
A®C B B1ae XTINM IV OK, uto npeacTaBnseT 3HauMTeNbHbIN
WHTEpPEC 419 MeAMLIMHCKOro coobLLecTBa.

2.  KomnnekcHoe BepeHue: ONWCaHWE BKIKOYAET MOMHbIN
MyTb NaLMEHTA OT NEPBUYHOW FOCMUTANN3ALLMM C HEACHBIM
[AWarHo3om A0 Cneuuann3npoBaHHOMO KapAMopeBmaTo-
JIOTUYECKOTO IeYeHUs C NPUMEHEHUEM WHHOBALIMOHHOIO
3HA,0BACKYNAPHOrO MeToaa.

3.  [OoKymeHTMpoBaHHasa 3¢pPeKTUBHOCTb: NPEACTAB/EHDI
06bEKTUBHbIE [OKA3aTENbCTBA IPHEKTUBHOCTM NPOBEAEH-
HOro fleyeHns (3HaumTenbHoe cHukeHne CAJNA no IxoKT,
ynyulieHne GyHKLUMOHANbHOIO Kaacca).

4. AKTyanbHoCTb npo6nembl AOCTYNHOCTU AUATHOCTUKMU:
CNyyaii NpUBEKAET BHUMaHWME K Npobieme orpaHUYeHHOM
ZLOCTYMHOCTM COBPEMEHHON MMMYHO/IOTUYECKON AnarHo-
CTUKM B HEKOTOPbIX PErMoHax U eé KPUTUYECKOW Ponu B
PaHHEeWN AMarHOCTMKe ayTOMMMYHHbIX 3a601eBaHMM.

5. CobnioaeHne 3TMUYECKUX HOPM: NOAyYeHo WMHOOPMMPO-
BaHHOE COracue NauueHTKN.

3AKNIOYEHUE

XTI/IT MmoKeT pa3BuBaTbca Ha ¢poHe BTopuyHOoro A®C y naum-
eHToB ¢ CKB, x0oTA 3T0 coueTaHMe BCTPEYAETCA OTHOCUTEIbHO PeaKO.
[0 HenasHero BpemeHW NEroYHas TPOMO3IHAAPTEPIKTOMMA Obina
€AMHCTBEHHbIM 3QGEKTUBHBIM METOLOM JIeYEeHWs, MO3BONAOLLMM
3aMeaNuUTb NPorpeccMpoBaHMe NPaBOXKENYA0YKOBOW HELOCTaTOUHO-

Study limitations

1. Diagnostic constraints: Initial verification of SLE and
APS was delayed due to the limited availability of spe-
cialized immunological testing (ANA, anti-dsDNA, and
aPL panels) in the Republic of Tajikistan in 2023.

2. Generalizability: As a single case report, these findings
may not be broadly generalizable; however, the rarity
of the presentation provides significant clinical value.

3. Follow-up: The current post-procedural observation
period is limited to several months; long-term out-
comes require continued monitoring.

Study Strengths

1. Clinical significance: The case documents an extremely
rare, life-threatening presentation of SLE/APS manifest-
ing as WHO FC IV CTEPH.

2. Comprehensive care path: The report details the pa-
tient's journey from a resource-limited setting to a spe-
cialized center, where innovative endovascular tech-
nigues are used.

3. Documented efficacy: Objective evidence of treatment
efficacy is presented, including a significant reduction
in PASP via echocardiography and improvement in
WHO Functional Class.

4. Diagnostic accessibility: This case highlights the critical
disparity in access to modern immunological diagnos-
tics across different regions. It underscores the pivotal
role that advanced serological testing plays in the early
detection and management of complex autoimmune
diseases.

5. Ethical compliance: Informed consent was obtained
from the patient.

CONCLUSION

CTEPH is a rare but severe complication of secondary APS
in patients with SLE. While pulmonary endarterectomy remains
the standard of care for proximal disease, BPA has emerged as a
highly effective and safe alternative for patients with inoperable
distal disease. The choice between lifelong anticoagulation with
vitamin K antagonists and DOACs remains controversial in APS,
underscoring the need for a personalized approach. Further re-
search is required to optimize the long-term management of this
complex patient population.
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¢t npun XTI/IT. OAHAKO Npu AMUCTaAbHOM TUNE NOPAXKEHUA NETOYHbIX
apTepuil TPOMBIHAAPTEPIKTOMMUA TEXHUYECKMU HEBBINOHWUMA. B Ta-
KMX CAyYasx anbTepHaTMBHbIM MeToAoM nedveHusa asnaetca T/IBAI,
NPOAEMOHCTPMUPOBABLLAA BbICOKYIO 3ddeKTUBHOCTL U He3onacHOCTb
Y NaumeHToB ¢ HeonepabenbHol XTI/N. OcTaétcs OTKPbITbIM BOMPOC
0 BblbOpE ONTUMANBHOW NOXKU3HEHHOW aHTUKOATYNAHTHOW Tepanuu —
aHTaroHUcTbl BuTamuHa K nam npamsie MOAK —y nauueHTos ¢ XTI/,

accoummpoaHHoit ¢ ADC u CKB. J/leueHne CKB nposoaunTcs B COOT-
BETCTBUM C KNMHUYECKUMU pPeKoMeHZauuamu. Heobxoanmbl aanb-
Hellune UccnefoBaHua ANa onpeaeneHnUs OnTUMANbHOW CTpaTernm
BeZleHWA MaLMeHTOB C A3HHOM PeAKOW, HO KAMHWMYECKU 3HAYMMOW
natonoruen.
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