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AnHoTauus
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Abstract

The article describes a rare clinical case of the patient with pulmonary hypertension associated with hereditary hemorrhagic telangiectasia and
discusses the issues of the treatment choice of these patients. The presented clinical case is of interest because pulmonary hypertension was
initially revealed, then its hereditary nature was confirmed and Osler-Weber—Rendu disease was diagnosed.
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HaCAeA)’EMaSI A€ro4Has apTepuaAbHas

rMnepreHsus B CTpyKType 1-# rpynnbi

Jlerounasi aprepuanbHas rumeprensus (JIAT) - ato Ts-
XKeloe Hporpeccupyrpolee 3aboeBaHle ¢ HeOIAroNpPUATHBIM
[IPOTHO30M, IpeKanmuIsgpHas GopMa JIeroqHOl IUIIePTeH3UN
(JIT'), koTOpas XapaKTepU3yeTcs IOBBIIIEHIEM CPEIHEro HaB-
neHus B yerouHoit aprepun (JIA) =25 MM PT. CT., IeTOYHOTO
cocypucroro conporusierns (JICC) 6onee 3 egunuy o Byny
U HOPMAJIbHBIM 3HaueHMeM [aBJIeHMs 3aKIMHMBaHuUA B JIA -
O3JIA (<15 MM PT. CT.) B IIOKO€ IO JaHHBIM KaTeTepu3aLuu

MPaBBIX OT/ENOB Cepaua (IIpu OTCYTCTBUM SPYTMX IPUYNH
npexammuiaproit JIT). Ipynmna JIAT BkmodaeT B cebst mamo-
natudeckyto JII' (VIJIT), Hacnenyemyio JIT, JII, MHAYIMPOBaH-
HYIO ITPYE€MOM JIEKapCTB ¥ TOKCMHOB, a TaKXKe aCCOLMMPOBAH-
Hble (POPMBI BCIEACTBYE HA/IMYMsI CUCTEMHBIX 3a00/IeBaHMIt
coegunntenproit TKauu (C3CT), mopTanbHON THUIIEPTEH-
3un, BUY-nHbeKum, BpOXaeHHBIX TOPOKOB ceppua — BIIC
(Tabm. 1) [1, 2].

Ilo maHHBIM POCCUIICKOTO PeruCTpa, Cpefy MalUeHTOB C
pasmuunbiMu popmamu JIT' Ha gomio JIAT mpuxopurcsa 67%.
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B cmekrpe 1-it rpynmsl Hambonmee yacto ormevarorcs VJIT
(41,5%), JTIAT-BIIC (36%) u JIAT-C3CT (19,5%). Jons Hacre-
nyemoit JIAT B 2013 1. cocraBuna 1%, B HacToAllee BpeMs —
0,4% (100% >xeHIUHBIL) [3, 4].

ITpu HacnencrBeHHBIX (opmax JIAT mMe0T MecTo cemeit-
Hble CTy4au 3a00/IeBaHMsl 1/ VTN BBIAB/ISIOTCSA MyTAaLUM OIIpe-
JIeTIEHHBIX TeHOB IIPY NPOBEJEHNN TeHETUYECKOTO TeCTUPOBa-
Hust. Hanbornee yactas myranus (mpumepHo 80% ciydaeB) — B
TeHe, KOJIMPYIOLeM PelieTOPbI 2-T0 THIIa 6e/1Ka KOCTHOTO MOp-
¢orenesa (bone morphogenic protein receptor-2 - BMPR2),
KOTOPbIIT HPUHAMIOKUT K CEMENCTBY TPaHCHOPMUPYIOUINX
¢axropos pocra B (TOP-B) un HacmenyeTcs 0 ayTOCOMHO- {0~
MUHAHTHOMY TUIy C HENOJIHOI neHeTpanueit. B 5% cnyuaes
BBIAB/ISIOTCSA MYTAlUM TEHOB, OTHOCALIMXCA K CylepceMeli-
crBy TOP-B: akTuBuH-nogo6HoI knHasel (ALK1) mmu supo-
ruHa (ENG), a Taxxxe Smad9. B nocnennue rogpr 06Hapy>Ke-
HBI elje 2 myTtanyu reHoB: CAV1 (kaBeonnH-1), KOAMPYOLMiT
MeMOpaHHBIIT 6€/10K SHAOTeMMANbHbIX KIeTok, 1 KCNK3, ko-
RUpyIoLNii 6eI0K Ka/IVeBbIX KaHa/IoB [5, 6].

Cor/lacHO TOC/IEHUM MWCCIENOBAHNAM PUCK pPasBUTHA
JIAT y BMPR2-HOCHTENEN MyTallUK B T€YEHME XU3HU COCTAB-
et 10-20% (7].

B kadecTBe NpuMepa, WITIOCTPUPYIOIIETO HACTETyeMYIo
JIT Ha ¢one 60ne3nu Ocnepa-Bebepa-Panpro, npencrasnser-
s crIeyIoliee KIMHNYeCKOoe HabMofieH e,

KAmHMueckoe HaOAlOAeHHe

Bonbuas K. 60 ner B aBrycre 2018 . moctynuia B oTgene-
Hue JIT' n 3a6onesannmit cepaua ®TBY «<HMMIII xapanonorun
um. akag. EV. YasoBa» ¢ >xamob6amMur Ha OfBIIKY P YMEpPeH-
HOII (pU3NYecKolt HarpysKe (IIpy MOfbeMe Ha 2-11 9Tax), epu-
OJIMYeCKe HOCOBble KPOBOTEUEHNA Y OTE€KM HVKHUX KOHEU-
HOCTEIL.

V13 anaMHe3a 13BECTHO, YTO IepBble KIMHNYECKIe IIPOsIB-
neHys 3ab0/IeBaHNs MalleHTKa OTMeTIIa B BodpacTe 30 e,
KOIfla HOABM/IMCh MHOXXECTBEHHBIe Te/IeAaHTMOIKTasuM Ha
KOXKe JIMIA U CIU3UCTON 0007I04YKe poToBOIt momoctu. Ilpu-
MEepHO 4epe3 5 jieT OOIbHYIO CTamy 6eCIOKOUTD HEellPePhIBHO
peuMaMBMpYIOLIVe HOCOBble KPOBOTeUeH!A. Y PeBMaTONOrOB
IallMeHTKa He KOHCY/IbTUPOBA/IACh, IEYEHNS He MOoTyJaa.

C anperrst 2017 . 60/1bHAsT OTMETIIA TIOSIB/IEHYIE OFBIIIKY [IPY
yMepeHHOUI (pusndeckoit Harpyske. [Tpu IpoBeeHNY S3XOKapAno-
rpadum B TOM e TORy BIepBble BbIAB/IeHbI pusHaky JII.

B cenrsbpe 2017 I manMeHTKa TOCIUTAIM3MPOBAHA
II0 MeCTy >KuTenbcTBa. Ilo pesynbprataM 3XoKapAmMorpa-
¢um: cepmeunoe gasmenue B JIA (JJIA) - 125 MM pr. CT,
npaBoe mpexcepaue (IIIT) - 6,3%5,3 MM, KOHEYHO-IUACTO-
nmudecknit o6veM mmpasoro >kenygouka (IDK) - 125 mu,
cton JIA - 25 mM. BrimonHeHa KareTepusanys IIpaBbIX
OTHENIOB CepAlla, IO pe3ylbTaTaM KOTOpPON HOATBEpXK[e-
Ha JIT: cpepnee [IJIA - 79 MM pT. cT. (cucronndeckoe [IJIA —
117 MM pr. cT., gmacromndeckoe JIJIA - 38 mm pr. ct.). C 1jenbio
OLIEHKM Ba3OPEaKTMBHOCTY JIETOYHBIX COCYLOB IPOBOAM/IACDH
ocrpas Qapmakonornyeckas mpoba, KoTopass OKaszanach OT-
puuarenbHoii. [TanuenTke BricTaBneH guarHos VIJII, pekomen-
moBaHa Tepamust 6o3eHntanoM 125 mr 2 pasa B cytku, Kapano-
MarHuiIoM 75 Mr/cyT. B cBA3M ¢ AB/I€HNAMU HEJOCTATOYHOCTHU
KpOBOOOpallleHNs TaKkoKe IPOBOANIACH TePaNnsa TOPACEMUTOM
10 mr, Bepommporom 50 Mr/cyT. B panpHeitiem 60npHast ca-
MOCTOsITeNIbHO oTMeHmma Kapamomaruus (B CBsI3M C 9aCTBIMM
HOCOBBIMM KPOBOTEUEHUAMIA).

C cenTs16ps 2017 1. B o61ieM aHanu3e KPOBU CTajia BBLAB-
NATbCS aHeMMsl (CHYDKeHMe YPOBHA IreMOrIOOMHa MUHMMAJIb-
HO 10 60 r/71), COIPOBOXAAOIIASICS BBIPAXKEHHOI 0011elt cma-
60ctpro. CHIDKEHMEe TeMOrIOOMHA PaclieHeHO KaK IOoO04YHOe
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Tabanua 1. Kaaccudprkaums AT
Table. 1. Classification of pulmonary hypertension

Knaccuuxanys JIAT (1-1 rpynmna)

1.1. ipuomatuyeckas

1.2. Hacnepyemas

1.2.1. BMPR2

1.2.2. Ipyrue

1.3. VIHgynpoBaHHAasA IPMEMOM JIEKapCTB VI TOKCMHOB
1.4. AcconumpoBaHHas:

1.4.1. C3CT

1.4.2. BUY-undexuun

1.4.3. IlopranbHas r’UnepTeH3NU

1.4.4. BIIC (cucTeMHO-/IETOYHbIE ITYHTBHI)
1.4.5. llucrocomos

1'. JlerouHast BeHOOKK/IIO3MOHHAsA 00/I€3Hb U/VIN JIETOYHbIN
KaHMH}IﬂprIﬁ T€MAaHTMOMaTo3

1'.1. guonarmyeckas

1'.2. Hacnepyemas

1'2.1. EIF2AK4

1'.2.2. lpyrue

1'.3. IngyuupoBaHHas IpUeMOM JIEKapCTB U TOKCMHOB
1'.4. AccounupoBaHHas:

1'4.1. C3CT

1'4.2. BUY-nudexnms

mericTBie 6O3€HTaHa, B CBA3M C 4eM IIpelapaT 3aMeHeH Ha
cunpieHadun B fose 60 mr/cyT. Ha done npuema mpemnaparos
JKeslesa ¥ OTMEeHbI 603eHTaHa HAOJTIOa/IOCh TIOBbILIEHME YPOB-
Hs reMorIo6uHa 10 143 /71, manyeHTKa OTMETIIA HEKOTOPOe
y/IydIeHre COCTOAHNUA.

B mione 2018 r. mamyeHTKa 06paTNIach B KOHCY/IbTAaTVB-
Ho-fnarHoctuyeckoe otxenenne PI'bY «HMMUII kapanonorun
uM. akafi. E.JI. YazoBa», r/je BIIepBbIe YCTaHOBIIEH JUAaTHO3 «60-
nesup Ocnepa-Bebepa-Panpio». B aBrycre 2018 r. manmeHTKa
rociutanusuposana B PI'BY «HMUII kappuonornm M. akag.
E.J. YazoBa».

W3 cemertHOro aHaMHe3a M3BECTHO, YTO y OTLIA 6OIBHOI OT-
MEeYa/IICh CXOXKIe MPOsIBTeHMsI (MHOXKECTBEHHBIE Te/TEaHIVO-
9KTa3MHU Ha KOXKe UM CIM3UCTBIX 000/I0YKax), yMep B BO3pacTe
70 mer (mpuyMHa CMepPTM HeM3BeCTHA). Y MAleHTKU efyH-
CTBEHHDIII CbIH, KOTOPBI IPAaKTN4eCcKy 37opoB. KimmHnyeckne
IIPU3HAKY HACTIeICTBEHHO reMOPparndecKoll TeleaHTMO9KTa-
sun (HI'T) y cpina orcyTcTBy0T. [Ipn ¢usnkaabHOM ocMOTpe
IpYU MOCTYIUIEHU! — TAlMeHTKa M30BITOYHOrO NMUTAaHuUA (MH-
TeKC Macchl Tema 43 Kr/M?), obpaianm Ha cebs BHUMaHIe MHO-
JKeCTBEHHbIe TeNIeaHIMOIKTa3Ny Ha KoXKe nija (HIDKHAA ry6a,
IleKn), Tena (IperMYIeCTBeHHO Ha IepefiHell TPY/HOI CTeHKe;
puc. 1) u koHedHOCTEN (KOHYMKH TA/TbIEB; PUC. 2), Ha CIM3C-
TOII 060/I04Ke IIOJIOCTY PTa U A3bIKe (PUC. 3); OTMEYaINCh OTe-
KM CTOII ¥ HIDKHeI! TpeTu roneHeit. [Ipu ayckynpranum cepaua
omnpesiensnuck akueHT II Tona Haz JIA 1 cucTonmmyeckuii IyMm B
0071aCTH ayCKy/IbTALUI TPUKYCIII/ATbHOTO K/IallaHa.

Ha snekTpokapamorpaMme Ipu MOCTYIIEHUN 3apeTUCTPU-
POBaH CHHYCOBBIN PUTM C YaCTOTOM CEepAEYHBIX COKpallleHMIt
89 yni/MMH, OTKIIOHEHME 3/IeKTPUYECKOl OCM Cepplia BIIEBO,
P-pulmonale, npusnaku runeprpodun IDK (puc. 4).
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Puc. 1. TeaeaHrnosktasnm Ha nepeaHei rPyAHON CTeHKe.
Fig. 1. Telangiectasias on the anterior chest wall.

Puc. 2. TeAeaHrM03KTa3uM Ha KOHYMKAX MAAbLIEB.
Fig. 2. Telangiectasias at the fingertips.

B aHamm3ax KpOBU NpM TOCIMTATM3ALUN: SPUTPOLUTHI —
4,84x10"/n, remormobun - 12,61 r/mn. Obpamano Ha cebs
BHUMAaHIe CHIDKEHIEe YPOBHSI XKele3a KPOoBU 10 6,3 MKMOJIb/ I,
HOBBIIIEHNE YPOBHA MO3TOBOTO HATPMITyPETUYECKOTO MEeTTH-
na (BNP) mo 309,1 or/mit.

IIpy mpoBefeHUN IMYIbCOKCUMETPUN CPeHHsAsA CaTypalys
kucnopopoM (SpO,) cocTauma 92,5%.

ITo pmaHHBIM HPOBEJEHHOI peHTreHorpaduy OpraHOB
TPYHOIT KJIETKM BBIABJICHBI yBeYeHIE ITPAaBBIX OTAENOB Cepi-
Ija U BBICOKAsl apTepyasbHas JIerOYHas TUIepTeH3us [Koad-
¢bunment Mypa — 7,5 MM (pu Hopme ot 0 o 1 MM), K0ad-
¢unyent JTromu - 39% (Hopma 10 33%), HUCXOAAIIAsA BETBDb
npasoii JIA 21 mm (HopMma <15 Mm), neBas JIA - 31 mm (HOpMa
<24 mm)]; puc. 5.

ITo pesynbrataM 9xXOKappuorpapuy BBLABIEHO pacCIIn-
peHUe IIpaBbIX KaMep cepilla C IpU3HAKAMM MeperpysKu
IDK maBnenmem, pacumpenue ctBona JIA u ee BeTBell, TU-
neprpodus muokappa IDK, cepmeunoe paBnenme B JIA -
100 MM pT. cT., A3JIA (0 TKaHeBOI MUOKapfMaabHON [OII-
mwiepaxokapauorpagum) — 11 MM PT. CT., HEIOCTATOYHOCTD
TPUKYCIUJJA/IbHOTO KJamaHa 2-3-if cremeHm, KimamaHa JIA
1-i1 crenenu (Tabm. 2).

540 TERAPEVTICHESKII ARKHIV. 2022; 94 (4): 538-543.

Puc. 3. TeAeaHrMO3KTa3uM Ha fA3bIKe.
Fig. 3. Telangiectasia on the tongue.

©2:00:03 99:00:08 ©0:03:04 €0:0:07

Puc. 4. Iaextpokapanorpacpmst 60AbHOM NPU MOCTYMAEHUH.
Fig. 4. Electrocardiography of the patient on admission.

ITpoiieHHast AUCTAHINA B TeCTe 6-MUHYTHOI XOfbOBI CO-
crauma 290 m, ofpiika o Bopry — 4 6amna. SpO, mo Tecta -
95%, mocne Tecta — 93%.

Jna  OLeHKM IapaMeTpoB ILEHTPaNbHONM T'eMOJVHA-
MMKM TIpOBeleHa KaTeTepusauys IIPaBbIX OTHAENOB Cepf-
na:  JJIA  (cmucronmyeckoe/ayactonndeckoe/cpefHee)  —

TEPAMEBTHUYECKMI APXMB. 2022; 94 (4): 538-543.
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Puc. 5. PentreHorpacpus opraHoB rpyAHO# KAETKM GOALHOM:
a — AeBasi 6okoBasi NpoeKuUms; b — npsimas npoekums.

Fig. 5. X-ray of the patient's chest: a — left lateral projection;
b — direct projection.

TabAnua 2. Noka3ateAn 3xoKaparorpacmum y naumMeHTkm
Npy NOCTYNAEHUN B CTaUMOHAp

Table 2. Echocardiographic parameters in a patient
at admission to hospital

IToxa3arenn 3HaveHnne HopMma
II1, cm? 25 <18
INepennesapuuii pasmep IDK, cm 3,5 <2,9
Anuxkanbebii pasmep [DK, cm 4,9 <4,2
TAPSE, cm 1,9 =1,7
CrBon JIA, cM 3,0 <2,5
ITpaBas BeTBb JIA, cM 1,8 <1,5
JleBas BeTBb JIA, cM 1,8 <1,5
HiokHad monas BeHa, cMm 2,3 -
Sﬁcsincli‘.{ecxoe maBnenue B JIA, 100 <30
H3JIA, MM pT. CT. 11 <12
Peryprurarnys Ha TpUKyCIIUAAIb- 9.3 _
HOM KJ/IaIlaHe, CTEIIeHb

Perypruranusa Ha xnanane JIA, 1 B

CTEIICHb

107/49/72 mm pT. cT., gaBnenue I1I1 (cucronmnyeckoe/ auactonu-
yeckoe/cpenuee) — 23/20/19 mm pr. cT., gaBnenne [DK (cucro-
nyeckoe/ puacTomueckoe/cpennee) — 110/23/28 mm pr. crT.,
I3/IA (cpemnee m3 3 cucrommyeckumx) - 17 MM pT. CT,
Sa0, - 94%, SvO, - 68%, cepmedHbIil BLIGPOC — 5,9 11/MUH, cep-
[eYHbI MHAIEKC — 2,7 I/MUHXM?, yapHblit 06beM (YO) - 74,0 M,
JICC (PVP) - 745,8 puaxc/cm®, wungekc JICC -
1625,8 nuuxc/m*/cm® (Tabdm. 3).

Takum 06pasoMm, 10 JaHHBIM [IPOBELEHHOTO KOMIUIEKCHOTO
obcenoBaHMsA CAeMaH BbIBOJ, 4T0 JIT' y TaHHOII 60IbHOI HOCUT
HACJIE[ICTBEHHBIII XapaKTep U CBsi3aHa ¢ 6onesHpo Ocepa-
Be6epa-Panpro. ITanenTke BbICTABIEH CIEAYIOLINIT ANATHOS:
Hacnenyemas JII; ¢yukumonansubii kiaacc III (Bcemmphas
opraHusanys 3gpaBooxpaHeHusi); 6one3np Ocnepa-Bebepa—
Panpro; nerouyHoe cepplie: OTHOCUTE/NIbHAA HENOCTATOYHOCTD
TPUKYCIMJAJIbHOTO KIamaHa 3-J1 CTelleHy; XpPOHMYEeCKas Cep-
IedyHas HefocTaTo4YHOCTDb ITA cTaguy; oxxmupenne 3-11 cTeneHn.

ITpuHMMasi Bo BHUMaHMe HajIid1ie KOMOMHMPOBAaHHO TOCT-
n npekamwusipHoi JII' (IO DaHHBIM KaTeTepy3aluyl IPaBBIX
otxenoB ceppua [I3JIA 17 Mm pr. ct.), ackanauus JIAT-creru-

TEPAMEBTMYECKIM APXMB. 2022; 94 (4): 538-543.

Tabamua 3. Pe3yAbTathbl KaTeTepu3aLmMn NPaBbIX OTAGAOB
cepaua

Table 3. Results of right heart catheterization

Iloxasarenn 3HaueHnne HopMma
IaBnenue B JIA

(cucromuieckoe/ 107/49/72  15-30/3-12/10-25
IMacTonmdeckoe/

cpefHee), MM PT. CT.

IaBnenne B I1I1

(cuctomrieckoe/ 23/20/19 2-7/2-7/1-5
ouacTonmyeckoe/

CpefHee), MM PT. CT.

Hasnenne B [IDK

(cucromriecxoe/ 110/23/28 15-30/0-8
IyMacTonmdeckoe/

cpenHee), MM PT. CT.

H3JIA, MM pT. CT. 17 5-12
CepaedHslii BBIOPOC, 59 48
7I/MUH

Cep,uel{HI;IM MHJIEKC, 27 26-46
JI/MUHXM

JICC, puaxc/cm® 745,8 80-240
Vigexc JICC, 1625,8 700-1600
oVHXC/M*/cM

SvO,, % 68 67-75

(urdeckoil Tepanmuy B JAaHHOM CIIy4Yae COIPsDKEHa C BBICOKUM
PUCKOM Pa3BUTHNA OTEKA JIETKUX. YunuteiBas MOIOXUTENbHBIN
a¢dekt or mpuema cwigeHapuia B gose 60 Mr/cyT, 60IbHOI
PEKOMEHJIOBAaHO IPOJO/DKUTh [AHHYIO Tepalmuio B KOMOU-
HallM C aKTUBHON AMYpPETUYeCKOil Tepamyeil TOpaceMUIOM
10-25 Mr/cyT u cuMpoHOIaKToHOM 50 Mr/cyT. B cBssu co cHm-
JKEHMEM KOHLEHTpalnn I‘eMOI‘IIO6I/IHa B 3puUTpoLUTax I ypoBHA
CBIBOPOTOYHOTO KeJle3a HapsA#y C MOTPAaHNYHBIM YPOBHEM Te-
Mormo6uHa (12,61 r/m) peKoMeHI0BaHBbI TepaIyis perapaTaMu
JKejie3a M PEry/IAPHBI KOHTPO/Ib aHaau30B Kposu. IlpyanmMas
BO BHMMAHMNE I'€HE3 3360}ICBaHI/IH, Ha3HAY€HNE aHTMATPETaHTOB
Y QaHTMKOATY/ITHTOB IIPOTUBOIOKA3aHO.

I1pu npoBexeHMY KOHTPOIBHOTO HEMHBA3MBHOTO 06C/IeNo-
BaHMs IALVEHTKN depe3 12 Mec Ha QOHe IIPOBOAYMOIL Tepa-
UK — COCTOsIHNME 6e3 CyIeCTBEHHOI AuHaMuKu. I10BTOpHbIe
TOCHMTANU3ALNY OTCYTCTBOBA/IM, HMPOJO/DKEHA PEKOMEHJIO-
BaHHas paHee Tepam.

O6cyxaeHne

Bonesup Ocnepa-Bebepa-Panpio (HI'T) - nHacnencTBeH-
Hoe 3a00jIeBaHMe C ayTOCOMHO-IOMIHAHTHBIM TUIIOM Haclle-
TOBaHMA, XapaKTepU3yollieecs MOsBIEHNEM MHOXeCTBEHHBIX
TE/IEaHTMOIKTA3MII Ha KOXe, CIM3NUCTBIX ¥ CEPO3HBIX 060/104-
KaX, Ha/JM4MeM apTeprOBEHO3HBIX MaTb(OPMALINil, IIYHTOB U
aHeBPM3M COCY[OB BHYTPEHHMX OPIaHOB, IIPEUMYIIeCTBEHHO
FO/IOBHOTO MO3I4a, ITedeHn 1 terkx [8]. O6pasoBaHme marono-
TMYECKUX COCYAVCTBIX CTPYKTYP BO3MOXKHO Ha IPOTSKEHUU
Bceil XKusHM 601bHOro. KJIMHMYecKue MposaB/IeHNs 3aBUCAT OT
JIOKa/IM3aLUY U pa3MepPOB COCYAMCTBIX aHOMATINIL.

CornacHo umeromumMmcsa gaHHbIM passutue JII' mpu HIT
IPOMCXOMUT IPpUMEPHO B 15-20% cmy4aes.

Mexanuam passutusa JII' Ha ¢one 6Gomesum Ocmepa—
Bebepa-PaH/io 10 KOHIJa HemsBecTeH. VIMeIOTCA CBefleHUA O
BO3HMKHOBEHVM KaK IMOCTKAIVJUIAPHON, TaK M IpeKaIIsIp-
Hott JIT' Ha ¢one HI'T. Cumraercs, uyro npexamusipHas JIT
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Onuska o Mexanusmy passutus K VIJIT. B ocHoBe marorexesa
HOCTKANWULAPHON (OpPMBI 3ab60/IeBaHMs JIeXKAT apTepUOBe-
HO3HbIe Ma/IbpOPMALIUN U ITYHTDI B IIe4€HM, KOTOPBIE BBIABIIA-
I0TCA, IO Pa3HBIMUCTOYHNKAM, y32-78% manmenTos [9]. [lanHbIe
QHOMa/TNI TIPUBOJSAT K YBEMIEHNIO 00'beMa LIVPKY/INPYIOLeit
KPOBY, IOBBIIIEHNI0 BEHOSHOTO BO3Bpara K cepany (mpen-
Harpysku) 1 B KOHEYHOM MTOTe C/TYXaT HPUYMHOI PasBUTUA
XPOHUYECKOI! CepledHOl HelOCTAaTOYHOCTH.

ITpu 6onesun Ocnepa-Bebepa-PaHpio B OOMBIIMHCTBE
C/Iy4aeB BBIABJIAIOTCSA MYTAlUM Te€HOB, KONUPYIOUNX pelern-
topsl ENG B xpomocome 9 nnn penenrtopsl ALK1 B xpomoco-
Mme 12 [10, 11]. Kak roBopunocs Bbite, ENG n ALK1 BxopAT B
cynepcemeiictso TOP-f.

T/l MOCTAaHOBKY AMArHO3a B KJIMHMYECKON MPaKTHUKe KC-
nonbaytorca Kputepun Curasao (1999 r.):

* CTIOHTAHHbIE PeLMAMBUPYIOLI/E HOCOBbIE KPOBOTEUEHMS;

* MHOXKECTBEHHbIE Te/IeaHTMOIKTa3M Ha KOXKe, CTIM3UCTDIX
7 CepO3HBIX 000I0UKAX;
apTepUOBeHO3Hble Maab(OpMaluY, IIYHTbl ¥ aHEBPU3-
MBI COCY[IOB BHYTPEHHUX OPraHOB, IIPEUMYILECTBEHHO
TO/IOBHOTO MO3Ta, IIeYeHM U JIeTKUX;

CeMelTHBII aHaMHe3 (Ha/mu4ne pOICTBeHHMKA 1-11 MTuHUK
POACTBa C IOATBep>KAeHHbIM fuarHo3om HI'T) [12].

Cunraercs, 9YTO KIVHNYECKM AMATHO3 MOXKET OBbITH IIOf-
TBEp>KJIeH IPY HaIN4My MOOBIX TPeX KPUTEPMeB; IPU BbISAB-
JIEHUM OBYX KpUTepMeB [UAarHO3 SABJAETCA BO3MOXKHBIM, IIpU
orpefeneHuy m1uib ofHoro kputepua HI'T manoBeposiTHa.

B cBsi3u ¢ pefKOCTBIO 3a00/IeBaHNS Y CKPBITBIM T€YeHIEM
YacTO IIUTeNbHOE BpeMs NPaBMU/IbHBIN [MArHO3 NalyeHTaM
He BBICTaBJIACTCS, XOTS 3aII0f03PUTh 3a00/IeBaHNe BO3ZMOXKHO
IPY TIIATEIBHOM cOOpe CeMeifHOro aHaMHe3a, OLieHKe Kanob
HanUeHTa I JaHHBIX PU3MKaTbHOTO OCMOTPA.

Jleyenue manyeHToB ¢ pasHbiMy ¢opmamu JII' mpu HI'T
Kap/IMHa/IbHO pas/inyaeTcs Mexay co6oitr. CornacHO JaHHBIM
eIVHIYHBIX HaOTIONeHNil IaeHTsl ¢ npeKamusipHon JIT
Ha pore HI'T knmMHMYeCKN HEOT/IMYMMBL OT mareHToB ¢ VIJIT.
YuuThiBasg OTCYTCTBME [ONTOCPOYHBIX HAOMIONEHMI MaIu-
eHTOB ¢ Hacmenyemoit JII' Ha ¢one 6onme3nu Ocnepa-Bebepa-
Panpro, mony4aromux HAF-cneuM(queCKyfo Tepanuio, YeTK1e
PEeKOMEHMAIMY [JIs1 TIe9eHNsT JAHHOM TPYIIIbI OOIbHBIX OTCYT-
CTBYIOT.

Bcem manyenTtam ¢ JII' Ha pone HI'T HasHawaeTcss cUMITO-
Matrudeckas Tepanus (IMypeTudeckas Tepamms, iedeHue aHe-
MU, aHTUAPUTMUYECKIe U TUIIOTEH3MBHBIE Ipenaparsl). Tak
Kak nanyueHTsl ¢ JII' BbICOKOYYBCTBUTEIbHBI JasKe K He3HA4M-
TE/IbHOMY CHVDKEHMIO YPOBHSI [eMOIIOOMHA, HeOOXORUM CTPO-
Tt KOHTPOJIb 00IIero aHanmsa KPOBIL.

Pepkue myOmmKanuy KIMHUYECKUX CTy4aeB MAI[eHTOB C
npekamusipHoit JIT Ha pone HI'T mokassIBaloT, 4TO Ha3Hade-
He JIAT-crienudndeckolt Tepanmy faHHOI TPYIIIIe AIMieHTOB
IIPUBOAVIIO K Y/IYYIIEHNIO TeMOAMHAMIYECKNX IIapaMeTpOB U
yBEIMYEHNI0 AUCTAHLIMU B TeCTe 6-MUHYTHOI XOAbObI [13].
B nuTepaType OmMCcaHO HECKOTbKO YCIIELIHBIX HaOTIOmeHMit
HALeHTOB Ha Tepamyu 6o3eHTaHOM. OTHAKO IIpU HeIlepeHO-

cuMocTy 603eHTaHa IMpUMEHEHNe APYTUX TPYII IIperapaToB
npu npexkaniApHoi JII' He onmcaHo.

ITpn moctkammmnsapHoit JII' HasHadenme JIAT-cenudu-
YeCKOJ1 TepaIlui COIPKEHO C BBICOKMM PUCKOM OCTIOXKHEHMIA
B BUfle oTeKa jlerkuX. OCHOBOJ! JleueHMs TaKUX MallieHTOB sB-
NIAI€TCA CUMIITOMaTH4ecKas Tepanys. Xupyprudeckoe 1edeHne
MALVIEHTOB C APTEPUOBEHO3HBIMYU MaIb(POpMALMAMM U IIYH-
TaMM B TI€Y€HM, CBsI3aHHOE C MepeBA3KOI WIn aMbonu3arueit
II€YE€HOYHOJ apTepui, He PEKOMEH/IYEeTCS B CBA3M C BBICOKUM
PVCKOM OCTIOKHEHMIT (B IEPBYIO Odepelb KPOBOTEUEHUI) 1
BBICOKOJI CMEPTHOCTBIO [9].

3akAloueHue

BameMy BHMMaHMIO IIpE[CTaB/lIeH PENKUIL KIMHIYECKUI
cnyuait 6ompHoi ¢ JIT' Ha ¢one 6omesHn Ocnepa-Bebepa—Pan-
mio. YeTkne peKoMeHJAIMUM IO JIEY€HMIO JAHHON KaTeropum
TIAIMeHTOB Ha CETONHANTHMI IeHb OTCYTCTBYIOT. BceM mamm-
enTaM ¢ HI'T pekoMeHioBaH cKpyHUHT Ha Haymaue JIT. Bei6op
TaKTUKMU JIeYeHUA UHIUBUAYaNeH M 3aBUCUT OT KOHKPETHOTO
cyyas.

PackpbITite MHTEpecOB. ABTOPBI HEKTApUPYIOT OTCYT-
CTBJ€ SIBHBIX )1 TOTEHI{MA/TbHBIX KOHQIMKTOB MHTEPECOB, CBSI-
3aHHBIX C ITyO/IMKaluelt HacTOsIIel CTaTbN.
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Cnncok cokpatueHmi

BIIC - Bpox/ieHHbIE IOPOKM CeppLia

JI3JIA - maBieHNe 3aKIVHIBAHNUA B JIETOYHON apTepuy
JJIA - naBneHue B 1eTOYHOI apTepuu

WUIT - upmomnatuyecKas IerO9Hast TUTIEPTEH3Us

JIA - nerounas apTepus

JIAT - neroyHas apTepuanbHas TUIIEPTEH3NA

JIT' - neroyHas runepTeH3us

JICC - nero4soe CoCyfiiicToe COpOTHB/IEHe

HI'T - HacnencTBeHHasA TeMOpparnyecKas TeJeaHIO9KTas A

ITDK - mpaBbIit Xemygouek

IIT - mpaBoe mpefcepaue

C3CT - cucremuble 3a60/1€BaHUA COENVHUTENbHOM TKaHU

T®P-PB - Tpancdopmupyoimit pakrop pocra

BMPR2 (bone morphogenic protein receptor-2) — perentopst 2-ro Tuma
6erka KOCTHOrO MopdoreHesa

BNP (Brain Natriuretic Peptide) — MO3roBoit HaTpuitypeTN4eCcKIit HenTI
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