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B paGoTe n3noxeHbl OCHOBHbIE NMPUHLMMbBI ANArHOCTUKM U NeveHns 6OMNbHbIX C MONOMNaTUYECKOW NEPBUYHON eroy-
HOW runepTeH3nen — 6onesHbto Aapcel. [NpruBeAeH KNMHUYECKUn Npumep maHudecTaumm aToro 3abonesaHns, NNMCT-
PUPOBaHHbIV 3XOKapAnorpaduIeckumMm N3MeHeHNsIMM B MpaBbiX OTAeNnax cepaua.
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There are basic principles of diagnostics and treatment of patients with the primary pulmonary hypertension — Aersy
desease. Clinical examples of this pathology, illustration of an echocardiology.
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WpomonaTtuyeckasi nepBuYHas nerovHas rmnepTex-
3usa (UM — 6onesHb AMapchbl — TsXXenoe nporpec-
cupytoLlee 3aboneBaHne HEYTOYHEHHOW 3TUONOMNN,
pasBMBaloLLeeCs B pedyfbTaTe OrpaHNYeHns MOToKa
yepes ferovyHoe apTepuanbHoe pycro, YTo MpUBO-
ONT K NOBbILIEHUIO JIEFOYHOIO0 COCYAUCTOro Conpo-
TMBMNEHMS U B KOHEYHOM UTOre K HeJOCTaTOYHOCTU
npaBoro xenygoyka.

O6wasna pacnpocTtpaHeHHocTb UMMT B Mupe co-
ctaBngeT 1-2 cnyyas Ha MWSIMOH 4YeroBek, npu
3TOM >KEHLLUMHbI NMOABEPXKEHbI €€ Pa3BUTUIO NMOYTU B
OBa pasa vaue [1, 8, 9, 19]. CpeaHwnin BO3pacT nauum-
€HTOB ¢ MaHudecTauunen 3abonesaHnsi coctaBnsaeT
36,4 ropa [3, 5, 8].

HanHble 06 UM nosBunuce B nuTtepatype C
Havana 20-ro Beka. B 1901 r. A. Anapca onucan
BOONBbHOrO C BbIPaXXEHHBIM LIMaHO30M, rMnepTpodunen
NpaBoro Xenyao4ka v XpoHn4eckum 6poHxmTom. Ce-
MelHas dopma 3aboneBaHus BriepBble Obina onu-
caHa B coobuweHun Clarke n coasTt. B 1927 r. [6, 8],
KOTOpbI€ YyCTaHOBWIY CXOAHYH KIMHUKY 1 MOPOS0-
rMyeckne M3MEeHeHMs1 B ayTOMCUMWHOM maTtepuane y
OByX cecTep 5- n 8-neTHero Bo3pacTa. TepMuH «nep-
BMYHAs NerovyHas runepTeH3nsi» Obin Bnepsble Npu-

MeHeH B 1951 r. Dresdale B OTHOLLIEHWM BbISIBIIEHHOM
OAHOBpPEMEHHO y maTepu 1 cbiHa WM. AHanuabl
BONbLUMX CEMEWN C NErovyHON runepTeHsnen obHapy-
XV ayTOCOMHO-OOMUHAHTHBIN TUM HacrnegoBaHWs
C pac4yeTHou neHeTpaHTHocTbio 10-20% u reHeTu-
YeCKMM OXmaaHuem Hadvana 3aboneBaHus B Hanbo-
nee paHHeM Bo3pacTe y NocreayLLmMx NOKONEeHNIA.

B HacTosiwee Bpems yctaHoBneH reH BMPR2,
NOKanmM3oBaHHbIM B Jokyce 2033 BTOPOM XPOMO-
COMbI, PErynmpyloLwmnn pocT 1 nponudepawmo aH-
goTtenuanbHbiX knetok. OH oTBedYaeT 3a pa3BuTUE
CeMenHOW NepBUYHON NEro4YHon runepteHsuu [3, 4,
6]. 3aboneBaHne HacneayeTcs No ayTOCOMHO-A0MMU-
HaHTHOMY Tuy.

Passuture UMM moxeT ObiTb 06YCNnoBneHo BO3-
OencTBMeM Lernoro psga npeagpacnonararowmx dak-
TOpOB. B yacTHOCTW, OOHMM U3 NEPBbLIX EBPOMNENCKue
yyeHble B 1967 r. obHapyXunu BnusiHWe Ha pas3Butue
rMNepTeH3nn npenapata «amMUHOPEKC dymMapary,
npuemM KOTOPOro AMsl CHKEHUS anneTuta npuBén K
BO3HWKHOBEHWIO ANNOEMUN NTErOYHOW TMNepTEH3nN B
LWsenuyapuun, Nepmanum n Asctpun. K gpyrum Bo3-
MOXHbIM (pakTopamM OTHOCATCA KOMOWUHaLMsA deH-
dnypamuHa n dpeHtepmmHa B CLUA, npymeHeHve B



nuLLy TOKCMYECKOro pancoBoro mMacna B McnaHuw.
W3 3aboneBaHumn, npegpacnonararolmnx K passutmo
NEroYyHon rmnepTeH3nm, MoXHo Bblgenute BNY-nH-
dekumto, LMppO3 NeYeHn ¢ nopTanbHOW rmnepTeHaun-
e, KonnareHoBble BackynsipHble 3abonesanus [8].

B natorexese UMJT 6onbLuyto ponb UrpatoT aHO0-
TenvanbHasa AUCYHKLMS, MPU KOTOPOWN HapyLlaeTcs
fanaHC B cucteme «Basogunataumss — Ba30KOHC-
TPUKUMSAY, peayKumnsa NeroyHoro cocygmctoro pycna,
CHWXKEHME 3MaCTUYHOCTM CTEHOK NErOYHbIX COCYa0B
n obnuTepauusa ux MpocBeTa, B MEPBY o4vepedb
OVCTanbHbIX NEroYHbIX apTepuii, B KOTOPbIX pa3Bu-
BatoTCsA TpoM003, nponudepauus, hnbposnposaHme
rnagkombILLEYHbIX KNeTOK, MEeCTHble BOCManuTerlb-
Hble peakuun, COMPOBOXOAKLLNECS MOBbILLEHNEM
YPOBHEN NpOBOCManMTENbHbIX LIUTOKMHOB, @ B TPOM-
bountax — HapyLleHnem mMetTabonmnama cepoToHUHa
[3, 8]. HemanoBaxHas ponb NpUHaLMNEXUT U NOBbI-
LLEHHON 3KCNPeccun aHrmoTEeH3UH-NpespaLlatoLLe-
ro pepmerta (AlM®), yyacteyowero B BolpaboTke
aHrMoTeHsnHa Il 1 pasBuTMM NOpaxeHWn MHTUMBI,
cnocobCTBYsi NPOrpeccMpoBaHnio MPOLECCOB COCY-
anctoro pemogenupoBaHus. OaHako OKOHYaTENbHO
ponb Al® B natoreHese Nero4YHon rmnepTeH3nm go
cux nop He onpeaeneHa [8]. Apyrum gpaktopom, BNu-
ALWUM Ha NaToreHe3 rmnepTeH3nn, ABnsaeTcs pas-
BUTME MECTHOro TPOMBO3a MENKUX NErovHbIX apTe-
pun. B pesynbTaTe reHHbIX U3MEeHEeHUI yCunmBaeTca
TeHOeHUus K TpoM6oobpasoBaHmIo.

OwnarHoctnka UMM npencraBnaeT onpeneneH-
Hble TPYOHOCTM, Tak Kak CUMNTOMbI U Kanobbl HOCAT
Hecneungnyecknn xapakrtep 1 Hepeako MOryT Hamno-
MUHaTb BPOXAEHHbIN MOPOK cepaua. B 6onblinHc-
TBE Cry4YaeB KIMHUYECKNe NposiBNEHUS Y NaLMeHTOB
pasBMBaloTCA nocrne PopMUpPOBaHUSA HeobpaTUMbIX
n3MeHeHu B cocyaax nerkux [5]. OTmevatorcs cna-
60oCTb, yCTanocTb, oAblllka, KpOBOXapkaHbe, aHru-
Ho3Has Gonb B obractu ceppua, rofioBOKpYXeHue,
abgomuHanbHbIn guckomdopT. MNpn 06beKkTMBHOM
nccregoBaHuM  onpedensitoTca nynbcauus  crneea
OT TpyavHbl B 4eTBEPTOM Mexpebepbe, yBenuye-
HWe MpaBoro xenygoyka (Mpu 3Ha4YnTenNbHOW rmnep-
Tpodhun n/mnn gunatauum). AyckynbTaums cepaua
obHapyXvBaeT ycurneHne BTOPOro TOHa BO BTOPOM
Mexpebepbe creBa, MaHCUCTONIMYECKUMA LYM B
criyyae TpuvKycnuaanbHOW HeAOCTaTOYHOCTU, LUyM
pexema—Ctunna. Pa3suTne n nporpeccupoBaHne
NpPaBOXENyA04YKOBOW HEeOOCTaTOYHOCTU COMPOBOX-
JatoTcsa nynbcaunen LenHblX BEeH, renatomeranuven,
nepndepruyeckMMmn oTekamm, acLIMTOM.

PekomeHgyembin ob6bem rnabopaTopHou Aaua-
FHOCTUKM: OOLMI aHanmu3 KpoBW, MOYM; OMOXMMU-
yeckoe wuccriegoBaHue (oueHka yHKLUMOHANbHOIO
COCTOSIHMS MEYEeHn U Noyek, copepxaHusa benka),
YPOBEHb FOPMOHOB LLMTOBUAHOM Xene3bl, TECTbl Ha
BWY, BONYaHOYHLIN aHTUKOArynsHT, nccnegosaHme
Ha Tpombodunuio, koarynorpamma u gp. dakropamm
HebnaronpuaTHOrO MPOrHO3a ABMSATCS NOBbILLEHNE

ypOBHen TpornoHuHa T, MO3roBoro HaTpumypeTumyec-
Koro nenTtuga, HopagpeHanvHa, sHgotenuHa-1 [3].

lMpn aHanu3e rasoBoro cocraBa KpOBWU WU MUcCCre-
AOBaHMM (DYHKUMM BHELUHEro AblXaHus perncrpu-
pyeTcsi yMeHblUueHe OMddPY3NOHHOM CMOCOOHOCTH
MoHookcuaa yrnepoga (40-80% OT HopmarnbHOro
3HayeHus), cHmkeHne paO,, paCoO,. MNpu Tsxenom
TedeHun UMM ymeHbLleHWe neroyHblXx o6bEMOB U
CKOPOCTHbIX MoKasaTenen BEeHTUMNSALMOHHON (yHK-
LMK, TMNOKCEMUST HAbITIO4AKTCS Y)XKe Ha paHHKX CTa-
ausix 3abonesaHus.

OnekTpokapanorpaduyeckm, kak npaBuo, oTMme-
YaroT NpU3HaKu rmnepTpodun 1 gunatauyum npaeblx
OTOEeNnoB cepAua, HapyleHWs cepaeyvyHoro putma.
PeHTreHorpaduyeckn  BbISBASAIOTCA  MOBbILIEHWE
NPO3payHOCTN NEeroYHbIX nonen Ha nepudepumn
BCreAcTBMEe 00eAHEHMST NTIErOYHOro pUCyHKa, BblOY-
XaHue CTBOMa W NEBOW BETBW NIEFOYHON apTepuu,
dopmupytowmx Il gyry no nesomy KOHTYpy cepAua
(NpsAiMas npoekuusi), paclmpeHne KOpHeW nerkux,
yBenuyeHne npaBbiX OTAENOB cepaua. TpaHcTopa-
KanbHOW 3xokapauorpaduen yctaHaBnuBaeTCcs Ha-
nuyne rmnepTpodun 1 gunartauumn npaebiX OTAEMNOB
cepgua, yBenuyeHve TOSLWMHbI NepeaHent CTEHKU
NpaBoro Xenynoyka, U3MeHeHWe xapakTepa ABukKe-
HUSA MEXOKENYO0YKOBOW Neperopoaku (napagokcarb-
HOe CMeLLeHNe B CUCTOIY B CTOPOHY NMPaBoro Xeny-
pouka) [1, 7, 10]. CpegHee gaBreHue B NErOYHOM
apTepumn paccunTbiBaeTCS MO CTEMEHN BbipaXXEHHOC-
TW TpuWKycnuganeHoOW peryprutaumn. HepoctaTou-
HOCTb TPUKyCNUAanbHOro KnarnaHa xapaktepHa ans
©0MbLUMHCTBA NALMEHTOB C NErOYHON rmnepTeH3nemn
(74%) [3]. NerovHyo rMNepTeH3n0 ANarHoCTUpPYOT
B Clny4ae MoBbILWEHWS CPEOHEro AaBNEHNSA B Neroy-
HOWM apTepumn = 25 MM pT. CT. B NoKoe u/vnn 6onee
30 MM pT. CT. NpU OU3NYECKON Harpyske.

Mpn neroyHow runepTeH3un, OOYCIOBEHHON
Tpomboambonuen neroyHonm apTtepuu, Hambonee
WHOPMATUBHBIM METOAOM MCCNEeoBaHUS SABMSIET-
CH BEHTUNAUMOHHO-NEepPdy3MOHHaA CuuHTUrpadus,
npu KOTopoun onpegenstoTca gedektsl nepdysnn B
OOMNEBbIX N CEerMeHTapHbIX 30Hax 0e3 HapyLleHun
neroyHon BeHTUNAUMKM. MeToaoM KOMMbIOTEPHOWN
TOMOrpadun BbICOKOTO paspeLleHusi ¢ KOHTpacTu-
poBaHMEM COCYAO0B NErkux oLeHNBaeTCsi COCTOSIHME
COCydoB, cepAua U NerovHbIX Nnonew, BbiBASIOTCH
NPU3HaKN HapyLUEHUs NIEero4HOro KpoBOOOpaLLeHus.
[ns Bepudpukaumm gnardHosa UMJT Takke npuMeHs-
€TCs MarHMTHO-pe30HaHCHasa ToMmorpadgusi.

OueHunTb cteneHb Tsxectn UMM u nporHoaupo-
BaTb 9P(PEKTUBHOCTb MeOUKaMEHTO3HOW Tepanuu
NO3BONSIOT KaTeTepr3auns NpaBbix OTAENO0B cepaua
W OCTpble TECTbl HA Ba30PEaKTUBHOCTb.

Ona xapaktepuctukm tsxxkectn UMM ncnonbsyet-
cs (pyHKUMOHanbHas knaccudgukauma BO3 — moam-
brLMpPOBaHHBIN BapWaHT knaccudmkaummn Hoto-Mopk-
ckon accoumaumn cepaua (NYHA), npeanoxeHHom
ANsi MaumMeHTOB C CepaeyHoOn HedoCTaTOYHOCTbHO
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[1], koTOpas npegycmaTpuBaeT BblAeneHue YeTbipex
DyHKUMOHanNbHbIX Kriaccos (PK):

0e3 orpaHu4yeHust U3NYECKON aKTUBHOCTU —
00Obl4Has puanyeckass akTUBHOCTb He BbI3biBaeT
nosiBNeHns oablwku, cnaboctu, 6onu B rpyau, romno-
BOKPY>KEHWS;

HEKOTOpOoe CHWXeHUEe (PU3MYeCcKon akTUBHOCTU —
B NMOKOE NauMeHTbl owyLiatoT ceba KomopTHO, oa-
Hako obblyHaA usanyeckass akTMBHOCTb COMPOBOX-
JaeTcs MnosiBNeHneM ofbllkn, crnabocTtn, 6onu B
rpyam, rofIoBOKPYXXEHWS;

Bblpa)XEHHOE OrpaHuyeHne U3n4eckon akTuB-
HOCTK — HebonbLuas duranyeckass akTUBHOCTb Bbi3bl-
BaeT MnosiBrieHne oabllwku, cnaboctu, 6onu B rpyau,
rOSIOBOKPYKEHUS;

HecrnocobHOCTb BbINOJTHATL MOy hrnanyeckyro
Harpysky — »anobbl NpUCyTCTBYIOT AaXKe B MOKOE,
anckomdopT Bo3pacTaeT Npu MWHMMAarnbHOW Ha-
rpyske.

HasHadeHne nekapCTBEHHOW Tepanum UMeeT on-
penerneHHble TPYAHOCTU, MOCKOSbKY JoKa3biBatoLLme
adppekTnBHOCTE M 6E30MacHOCTb MeauKaMeHTO3-
HbIX MpenapaToB KOHTPONMPYEMbIE MCCIEeOOBaHMS
HEMHOIOYMCMEHHBI.

[Mpenapatamu nepBoro psiga B fnedYeHuu rne-
FOYHOW rMNepTeH3nn cynTatroTcs bnokaTopbl Mea-
neHHbIx KanbumeBblix kaHanoB (BMKK) (yposeHb
pokasartenbHoctn |I-C npn OK [-I1l). Mo gaHHbIM
S. Rich et al. (1992), xopowuint OTBET Ha Tepanuio
GnokaTtopamu kanbLMeBbIX KaHanoB obecneyunBa-
eT naumeHTam NATUNETHIO BblXuBaeMocTb B 95%
cnyyaeB [11]. Mpu nonoxutenbHoMm pesynbrate
OCTPOro TecTa Ha Ba30pPeakTUBHOCTb Ha3HavarT
avntunasem, gurngponupuanHosble BMKK (amno-
OUNWH, ucpaannuH); BbIDOp NpenapaTa onpegens-
€TCS UCXOOQHOW YacTOTOM CepAeYUHbIX COKpaLLLEHWN.
[ocTaToyHO BbICOKUIN YpPOBEHb [0OKa3aTerbHOCTU
NPUMEHEHNs NoAafepXuBarLlen Tepanun MMeT:
okcureHotepanusa — I-C, guypetukm — I-C, opanb-
Hble aHTukoarynsHTtbel — |I-C, rmuko3nabl npyn ¢ub-
punnauum npegcepaunn [10]. Havyano Tepanuu ¢ Ha-
3HayeHneM npocTarfnaHAMHOB (3NOMNPOCTEHONON,
unonpocT, TpenpocTuHun, 6epanpocT), cnocobc-
TBYIOLLMX pa3BUTMIO BasogunaTtaumm, aHTmarpera-
LMOHHOIO M aHTunponudgepaTMBHOro apdEKTOB,
NpoBOAAT B Cryyae MonyvYeHust oTpuuaTenbHO-
ro oTBeTa Ha OCTpoe BBeAeHMe BasogunartaTopa
[12,13]. AHTaroHUCTbl peuLenTopoB 3HAOTENMHA
(ambpuceHTaH, OoOCeHTaH, CUTaKCeHTaH) y4acT-
BYIOT B 3KCMpeccum B Nerkux saHaoTenunHa-1, Bbl-
3blBaloLLEro Ba3OKOHCTPUKTOPHbLIA U MUTOrEHHbIN
adbekTbl. HazHayeHne npenapaToB 3TOW rpynnbl
B TeYeHWe ONUTENbHOrO BPEMEHN MOXET CHUXaTb
YHKLMOHAMNbBHbIN  Knacc, yny4ywaTb ToNepaHT-
HOCTb K ou3nyveckon Harpyske. NoBbilleHME YpoB-
HS MeYEeHOYHbIX (PEPMEHTOB, aHEMUS, 3aepXKa
XWOKOCTU OrpaHNYMBalOT Ha3HAYEeHMEe aHTaroHuc-
TOB peuenTopoB 3HAOTENMHA [5].

Mpy HeadbPeKTBHOCTU CTaHOAPTHOW Meauka-
MEHTO3HOW Tepanuu NPUMEHSTCA OKCuA a3oTa (UH-
ransiyMoHHO B TeveHune 2—3 Hedenb) N MHIMbUTOopbI
docdoamacTepasbl TMna 5 (cungeHadun, Tagana-
dun). MNMprumeHeHne MHIMBUTOPOB dhocoanacTepa-
3bl TUMNA 5 CHWXKAET Nlero4Hoe CoCcyancToe ConpoTuB-
neHve, ynydwiaeT reMoguHaAMUKY 1 NEePeHOCUMOCTb
dusnyeckon Harpysku [10].

ANroputM HasHayeHUs MeOMKaMEHTO3HOW Tepa-
MMM B 3aBMCMMOCTU OT (PYHKLMOHANbLHOIO Knacca
WIMJTT nogpasymeBaeT npoBedeHue ocTpbix dap-
MaKOorm4yecknx npob Ha Ba30pPEeaKTUBHOCTb BCEM
GonbHbIM [1].

Ona naunentoB JII ¢ | n Il ®K pekomeHayeTcs
CTaHOapTHaa Tepanua aHTUKoarynaHTamu, cep-
OE€YHBbIMUN FMMKO3ngaMn, guypeTmkaMmmn, KMcropo-
gotepanus, Npu NONOXUTENbHOW OCTpon hapma-
konormnyeckon npobe — BMMK. Y aTux 60nbHbIX
BO3MOXHO MCNOMb30BaHWEe KypCOBOW Tepanuu
npoctarnaHavHoMm E, unm nHranaumoHHbIM OKCK-
Aom asoTta. Bonpoc o uenecoo6pasHocTy Ha3Ha-
YyeHus cungeHaduna unu 6o3eHTaHa ocTaeTcd
OTKPbITbIM N3-3a OTCYTCTBMA CreumanbHo 3anna-
HMPOBAHHbIX nUccrnegosaHui y nauneHTos JIIN ¢ |
n Il ®K. BonbHble ¢ oTpuuatenbHon nNpobon npu
-1l ®K gomkHbl npogomkate MeAnKaMeHTO3HYH0
Tepanuio nof TwaTenbHbIM AUHAMUYECKUM KOHT-
ponem.

Maumentam c Il ®K, oTpuyaTtensHoOM nnm nomno-
XUTENbHON OCTpor dapMakonornyeckon npobon
rnokasaHbl KypcoBoe NneveHve npocrarnaHanHom E,
WU WHransiyuMoHHbIM OKCMAOM a30Ta, Ha3HayeHue
6o3eHTaHa unu cungeHadguna. B HacTosiLee Bpems
cungeHacun siBNsSieTca npenapatom Bblbopa Ans
neyerus 6onbHbix UMIT npu HeaddekTmBHOCTH
APYrMX nekapCTBeHHbIX npenapaTos [9].

Mpun IV ®K pekomeHayeTcsa Ha3HavyeHMe npocra-
HouaoB mnn 603eHTaHa, a Takke ux KomOmHaumm na-
uMeHTam, Ha3Ha4YeHne KOTopbIM Nnpenapara nepeoro
Unun BTOporo Belbopa He no3BonsieT 4obuTbCsA noso-
XUTENBHON OUHAMUKN.

Xvpypruyeckue MeTofbl neveHns Brrtoyatot 6an-
NOHHYIO NpPeAcepAHY CENTOCTOMUIO U TpaHCMaH-
Tauuo NEerkux UM KoOMMekca «Jerkme — cepgue» m
nokasaHbl Npu pedpakTepHON K MEOUKAMEHTO3HOMY
nedennto VMJI [1, 2, 8].

[MporHo3 npw nNero4YHom runepTeHsun Hebnaro-
npuATHBLIN. B cpegHem okono 15% nauneHToB, nony-
YaLWnx COBPEMEHHYIO Tepanuio, nornbatoT B Teve-
Hue roga [1, 9, 10].

[NepBUYHONM NEro4yHoOn rmnepTeHanen valle crpa-
OatT MonoApble XeHLWUHbl. bepeMeHHOCTb, Cnyyns-
wasica Ha goHe aToro 3abonesaHus, Kak npasumno,
NpoTEKaeT TSHKENO U MOXET 3aKOHUYUTLCS CEPbE3HbI-
MU HapyLleHusamun. o3aTomy valle He peKoMeHAyYT
ee nnaHupoBaHue. B aton cBs3n npegcraBnsieTcd
WHTEPECHBIM MPUBELEHHBIN HUXKE KITUHUYECKUIA Cry-
Yan maHudecTnpoBaHusa 6onesHn Airapchbl.



BbonbHasa L., 26 net, xutenbHuua KpacHogap-
CKOrO Kpasi, nocTynuna B Kapguonormyeckoe otae-
nexuve Ne 1 MBY3 KI'K BCMI1 ¢ xanobamn Ha yme-
pEeHHOEe 4YYyBCTBO HEXBaTKM BO34yxa, BO3HUKaKOLLEee
npu HesHauYnTenbHoOM OU3MYECKONW Harpyske, Mano-
NPOAYKTUBHBIV KaLLESb, OTEKN HUXKHUX KOHEYHOCTEN,
HVKHEN YacTu XXMBOTA, MNOSCHULbI.

AHamHe3 6onesHu: oabiLlka Npu PuUanyeckon Ha-
rpyske nosiBunacb y 6oneHow okono 1,5 roga Hasag.
Monroga Hasap ctana oTMeYvaTb NOSIBIEHNE OTEKOB
CTOM, rofieHen ¢ TeHAEeHUMen K BbiCTpoMy pacnpo-
CTpPaHeHUIO (BMNMOTb 40 XUBOTA U NMOACHULbI), Yepes
HeJento NPUCoOeanHNNCS Kallerb.

AHaMHe3 Xu3HK: C geTcTBa CTpajana 4yacTbiMu
npocTygHbIMK 3aboneBaHusmMu. bepemeHHocTen 2,
3aKOHYMBLLMXCSI CAMOCTOSITENBHBIMW POAAMMN 1N POX-
OeHvem 340poBbIx AeTen. Bo BpeMsa 6epemeHHOCTH,
CO CrOB NaUMEHTKMN, aKTUBHbIX >kanob He ObIno, HO
Bpay BbISBMAnN WyMm B cepaue. Mate n otew nauu-
€eHTKM ymepnu paHo. Co crnoB poACTBEHHULbI, MaTb
ymepna B Bo3pacte 30 neT oT 6onesHun nerkux, npea-
MOMOXMTENBbHO OT paka.

Ha MOMeHT nocTynneHus npu o6bEKTUBHOM UC-
CNefoBaHMKN BbISIBMNEHbI 6N1eQHOCTb KOXHbIX MOKPO-
BOB, BblPa)KEHHbI LMaHO3 HOCOryOHOro Tpeyrorib-
HWKa, MernkonysblpyaTble Xpunel B 3agHebasanbHbIX
oTaenax oboux nerkux. Yactotra pgbixaHusa 24 B
1 MuH. lepkyToOpHbIE rpaHuUbl cepaua paclunpeHbl
BMpaBoO, YBENWYeHa LUMpMHA COCYAMCTOrO MyudKa.
AyCKynbTaTUBHO TOHbI Cepaua MNpUrnyLleHbl, pUT-
MWYHbI, akueHT Il ToHa Ha nerovyHon apTepuu, Bbl-
PaXXE€HHbIN CUCTONNYECKMI LLIYM B TOYKE MPOEKLMK
TPUKyCNMAAnbHOro KnanaHa. Yactota cepaeudHbix
cokpawieHnn 92 ygapa B 1 MuH. ApTepuanbHoe
nasnexne 110/60 mm pT. cT. )KMBOT npu nanbnayum
6e360Mne3HeHHbIN, YBENUYEHHLIN B 06bemMe 3a cyeT
acuuta. NeveHb Ha 0,5 cM BbICTynaeT u3-nog kpas
pebepHor gyrn. CumMnToM nokonayvsBaHus bunaTte-
panbHO oTpuuaTenbHbii. BoipaxeHHble nepudepu-
YecKne OTEKM HUKHUX KOHEYHOCTEW (CTon, roneHen,
6enep), HWXKHEN YacTu XMBOTa M NMOSICHULBI.

PesynbTatbl nabopaTopHO-UHCTPYMEHTarbHOro
nccrnefoBaHus: obwmnn 1 GUOXUMUYECKNIA aHanNU3bl
KpOBM, koarynorpamma v aHanus Moum — 6e3 narto-
norun. Ha OKIN — OTKNOHEHWEe 3MneKTpUYECKOn ocu
BMpaBo, runepTpodumsa npaBbiXx OTAENOB cepaua C
neperpyskon. YnbTpasByKOBbIM NUCCegOBaHMEM Op-
raHOB XeNygOo4YHO-KMLLEYHOTO TpaKTa M NOYeK BbIsiB-
neHbl MPU3HaKkM rmMaponepuToHeyma.

Oxokapauorpaduyeckoe nccregoBaHne cepgua
nokasano:

pasmepbl NeBOro >kenygoyvka, NeBoro npeacep-
OVsi HE U3MEHEHDI;

npasblli xenygodek pacwmpeH — 53 mm (N go 28
MM), TOMLWMUHA CTEHKM 12—13 MM;

npasoe npeacepaue paclumpeHo — 60x51 mm (N
00 40x49 mm);

dpakumsa Bbibpoca 55% (Hopma);

rnobanbHasi COKpaTMMOCTb MUOKapAa He Hapy-
LeHa;

TpUKyCcnuaanbHas peryprutaums ++++;

auacronuyeckass OUCHYHKLUA FEeBOro xemny-
A0YKa;

AasrneHvie B nerovyHon aptepum 120 mm pT. CT.;

cBoboHas XnOKOCTb B MONOCTU Nepukapaa.

PesynbTaTbl ynbTpa3ByKOBOrO WCCEeOOBaHUS
ceppla NpeacTaBreHbl HA PUCYHKE.

Ons pudpdepeHLmanbHON AMarHOCTUKN ¢ TPOMBO-
ambonuen nerovyHon aptepun (TIJA) 6bina BbInon-
HeHa KOMMblOTEPHasa ToMorpadusi opraHoB rpyaHou
MOJSIOCTN C KOHTPACTUpOBaHUEM (aaHHbIX 0 TOJIA He
nony4eHo, kapguomeranus, rmgponepukapa), uccre-
JoBaH [1-oumep (pesynbTaTt oTpuLaTeNbHbIN).

VccnenoBaHnem PyHKUMM BHELLUHEro AblXaHus
BbISIBMIEHO ferkoe HapyleHne BEeHTUNSALNOHHOM
CMOCOBHOCTU MO PECTPUKTUBHOMY TUMY.

YCcTaHOBMEeH AvarHos: nauonartuyeckas nepsuy-
Hasi (BEpOSITHO, CeMelHasl) nerodHas rmnepTeH3uns
(6onesHb Awapchl). [eKOMNeHCUPOBAHHOE XPOHU-
Yyeckoe IeroyHoe ceppue (OblxatenbHas HegocTa-
ToyHocTb Il cT.; xpoHudeckas ceppevHas Hepo-
crtatoyHoctb Il cT., IV dyHKUMoHanbHOro knacca

Ha axokapavorpammax onpegenstoTcs 3HadnTenbHoe pacluMpeHne npaBoro eryaovka 1 npaBoro npeacepans,
TONWWMHbI CTEHKM NPaBOro Xenynodka, HebonbLUON NeBbIV XKenygoudek, paclumpeHme neroYHon aptepun, rmgponepukapa
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(NYHA), ¢ npuctynammn OJIKH, acuut, rugponepum-
Kapg, rmgponeputoHeym). JlerodyHas runepTeHsus
(baBneHue B neroyHon aptepum 120 mm pT. CT.).

HasHauyeHHOe neyeHue: BapdapuH 2,5 Mr (nopg
koHTponem MHO), cnupoHonaktoH 50 mr, Topace-
Mua 10 Mr, amnoaunuH 2,5 mr.

Ona panbHenwero obcnegoBaHus (kaTeTepu-
3aumns nonocten cepgua) v Bblbopa ganbHenwwen
TaKTUKM NeYyeHnsa (HasHavyeHue npocTaHoMaoB, pe-
LLUeHne BoMpoca O nepecagke komnrekca «cepaue —
nerkne») GONbHYI NMepeBenu B LEHTP rPyaHON Xu-
pyprum (LIrX). Katetepusaumsa B LJI'X He Obina BbI-
NnonHeHa BBWAY BbICOKOW NErOYHOW runepTeEH3UN.
MaumeHTke HasHauMnu npenapaT «cungeHaduny,
NnoCcTaBWiM B O4Yepeab Ha TPaHCNIaHTauui OpraHo-
KOMMIeKca «cepaue — nerkme.

Yepes 11 mecsiueB GonbHasi nocrne nepBow roc-
nuTanuaaumm goctaeneHa Opuragon «Ckopow no-
MOLLM» B KapAMOpeaHMMaUMNOHHbIA GIoK B KpawnHe
TSDKENOM COCTOSiHUW. BBuay BbipaxeHHoOW cepaed-
HO-NIErOYHOM HEeAOCTaTOYHOCTU MaUUWEHTKY cpasy
nepeBeny Ha MCKYCCTBEHHYK BEHTUNALMIO TNErkux.
Uepes 2 yaca XeHLUMHa CKoHYanacb B pesynbTrate
OCTaHOBKM cepAedHon pedatenbHocTn. K coxane-
HUO, BepudmumpoBaTe 3abonesaHne mopcdonoru-
YeCKMMU OaHHbIMU He NPEeACTaBMIOCh BO3MOXHbLIM,
MOCKOSbKY POACTBEHHUKM OTKa3anucb OT MaTosioro-
aHaTOMMYEeCKOro MCCNeaoBaHus.

Takum 00pas3om, NpPMBEOEHHbIN  KIMHUYECKUIA
cry4an UnniCcTpUpyeT Knaccu4ecknii npumep nosga-
Hel anarHocTuku VMIT y MONoaon XeHLWmHbI, 6na-
ronony4Ho poamBLLEN 2 AeTeN, B Janeko 3alewen
cTagun 3aboneBaHnst. MOXHO roBopuTb O HeAOCTa-
TOYHOM obcrnegoBaHuM 6ONBHONM, NOATBEPXKOAEHNEM
yero ABMsieTCA TOT (PaKT, YTO MpU BbISBIEHUU BO
BpeMs 6epeMeHHOCTM LyMa B cepaua en He Obin
Ha3Ha4yeH ¥ NpoBeAEH MOSHbIA Kypc obcnenoBaHus
N neveHus.

WIMJI™ Ha coBpemeHHOM 3Tane pas3BuTUS Meau-
UMHbI SBNSIETCSA CMOXHO AMArHOCTUPYEMbIM U TsKe-
nbiM 3aboneBaHneM, KOTOpoe uMMeeT Hebnaronpu-
ATHBIN ucxom. OnncaHve COBPEMEHHOIO COCTOSHMS
Npo6nemMbl AUarHOCTUKM U NeYeHnst aTon 6onesHn ¢
npuBeLeHNEM KITMHUYECKOro NpuMepa u3 npakTuky,
Nno Hawemy MHEHWIO, BOCMOMHUT 3HaHWUS Bpayen o
naTonornv gaHHoro BMaa.
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