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C.B. I'yoxun

CUCTEMHBIE BACKYJIUTbI 1 BTOPUNYHAA
JIETOYHA{A TNIIEPTEH3UA

YO «DBeaopyccruti zocydapcmeenioiti MeOUUUHCKUL YHUBEPCUTEN >

j‘l eroyHas runepteHsua (JIN) — ato rpynna 3a6one-
BaHWMN, XapaKTepMU3YIOLWMXCA NPOrpeccupyowmm
NOBbIWEHWEM NEr0YHOr0 COCYANCTOro COMPOTUBNEHMS,
KOTOPOE NPUBOAWT B Pa3BUTUIO NPaBOXKENYA04KOBOK cep-
[le4HoM HepgocTaTodHOCTU. uarHos J1I onpegensetcs npu
cpeaHeM JaBfieHWM B NEro4YHOM apTepun > 25 MM. pT.CT.
B nNokoe 1 >30 MM PT.CT. Npu dn3nvecKkon Harpyske [3].

HopmanbHble NnoKa3aTenu faBneHus JIeroYHon ap-
Tepuu:

1. 26 — 30 MM.p.C. CUCTONIMYECKOE;

2.8 — 9 MM.p.C. ANacTONUYECKOE;

3.13 - 20 MM.p.Cc cpeaHee

KnuHunyeckas KnaccuduKaLms Nnero4Hon runepreHsum
[1].

1. JleroyHas apTtepuanbHas runepTeH3uns:

1.1. Uanonatnyeckas JII

1.2. CemenHas Al

1.3. AccoummpoBaHHas C:

1.3.1. KonnareHoBbiMUW 3a601€BaHUAMM

1.3.2. BporK/AeHHbIMW MOPOKaMK cepaua

1.3.3. [opTanbHOM rMnepTeH3unen

1.3.4. BUY-nHdpeKumen

1.3.5. JleKapCTBEHHbIMW U TOKCUYECKUMU BO3OEN-
CTBUAMM

1.3.6. [NopaxeHns LIMTOBUOHOW XKene3bl, HaKORJeHne
rMUKOreHa, HacneacT. remMopparmyeckasIeneaHruex-
Tasug, remornobrMHonatum, muenonpoavpepaTnBHble
601€e3HU, CNIEHIKTOMMUS)

1.4. AccounmpoBaHHas ¢ NopaXeHUEMIBEH WU Ka-
NUINAPOB:

1.4.1. Jlero4yHas BEHO-OKKIO3MOHHAs B0Ne3Hb

1.4.2. Jlero4Hbi KanunnapHsBIiEeMaHrMomaTos

2. ]Il accounmnpoBaHHasn C\opa*KeHUs MU NeBbIX OT-
[AenoB cepaua

2.1. MNopaxeHune NeBOro XeayaoyKka

2.2. MNopaeHusa K1anaHoB J1IeBOro xenyao4Kka

3. JII, accounmnpoBanHas einaTosIorMen ablxaTelbHON
CUCTEMDI U /WUNK TUNOKCEMUEN

3.1. XOBn

3.2. UHTepcTULIManbHbIe 3a601eBaHUS TErKUX

3.3. C-M'HQYHOro anHoe

3.4. AnbBeofiipHasa runoBEHTUNALNS

3.5. BoicokoropHas J1I

3.6. AHOManuu pas3BUTUSA NETKUX

4. ]I BcneactBMe XPOHUYECKMX TPDOMOOTUHECKUX UK
aM60/IM4ecKmx 3abosieBaHni:

4.1. Tpomb603mbONMYecKas 06CTPYKLMSA MPOKCUMaIb-
HbIX J1A
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4.2. TooM603Mb0nn4ecKasd 06CTPYKLNSA AUCTaNbHOIO
pycna 1A

4.3. HeTpoM60TUYECKUEMEEOHHbIE IMBONUU (OMYXOSIH,
napasutapHble 3a6oneBaHUARNMHOPOAHbIE TENA)

5. CMelwaHHble POpMbl: CapKOUAO3, rMCTUOLMTOS X,
nMMbaHrmomMaTos, KOMRPECCHSA NErOYHbIX COCYOB (age-
HoMaTtus, onyxonun, G pO3UpPYIOLLMIK aNlbBEOIIUT)

B HacTosiuiee BpeMS paccMmaTpuBaeTcs U reHeTuye-
CKas npeapacnofioeHHOCTb K pa3sutuio JII, a UMeHHOo
HaxoXAeHNEe KOCTHBIXAMOppOoreHeTUM4EeCKUxXx 6enKoB
peuentopos-ll (BMPR-II) unu aktuBmH peLenTop-K1MHasbl
1 (ALK-1), YTe, B CBOIO 04epeb, ABASIOTCA peLuentopamm
ans TpaHcdopmMupytowmin daxktop pocta TGF-6enKoB ce-
MENCTBA, KOTOPbIE MPENMYLLECTBEHHO IKCMPECCUPYIOTCH
Ha 9HAeTENNA COCYA0B KNEeTOK [4].

daKTOopkl pUCKa U COCTOSHUSA, cBa3aHHbie ¢ JIAI B 3a-
BUCUMOCTH OT YPOBHS [lIOKa3aTe/IbHOCTU

4. JlTekapcTBa 1 TOKCHHbI

1.4. OnpeneneHHble: aMUHOpPEKCE, deHbIopaMuH,
BekcheHdnopamMmH, pancosoe Macno

2.2. OyeHb BeposATHble: aMbeTaMuHbl, L-TpuntodaH,

1.3. BeposiTHble: MeTa-amdpeTaMUHbl, KOKaWH, XMMU-
oTepaneBTUYECKME NpenapaTsl

1.4. ManoBeposiTHble: aHTMAENPecCcaHTbl, OpasbHble
KOHTpaLenTUBbl, 3CTPOreHoBbIE Npenapatbl, KypeHue
TabakKa

2. [lemorpaduyeckne n MeIMLMHCKMUE COCTOAHNUS

2.1. OnpeaeneHHbIe: }EHCKMUIA MOoN.

2.2. Bo3MO¥Hble: 6epeMEHHOCTb, apTepuasbHas
rMNepTEeH3NS.

3. 3aboneBaHuns

3.1. OnpeneneHHble: BUY-nHbeKLmsa

3.2. O4yeHb BEpOATHbIE: NOPTa/ibHaA FMNEepPTEH3US,
60/1€3HM NeYeHn, 3a60neBaHNa COEAMHUTENbHOM TKaHW,
BPOXAEHHbIE LWYHTbl MEXAY CUCTEMHbLIMU U IEFOYHBIMMU
cocyaamu

3.3. BeposiTHble: naTonorna WMTOBUAHOM Xeneshl,
remaTtosiormyeckme 3aboseBaHuUs: acrieHu1s Nocne Xmpyp-
rMYECKOM CMIEHIKTOMMM, CEPNOBUAHOKIETOUYHASA aHEMMUS,
B-Tanaccemus, XpOHUYECKNE MenonponndepaTuBHble
3a60/1€BaHUA (MCTUHHAA NONMLMTEMUS, SCCEHLMANbHAN
TpoMBOUUTEMUSA N MHMeNnodnbpo3 ¢ MUENOUAHON MeTa-
nnasven Ha GoHe XPOHUYECKOrO MUEeNonNenKosa mnum
MMEeNoaMCcnIacTMYeCKOro CMHAPOMA), HacneacTBeHHas
remopparmyecKkas TeneaHrmoakrasusa (6onesHb Penpato-
Be6epa-Ocnepa), neroyHast BEHOOKKN03MBHas 60/1e3Hb
W NEeroYyHoOM KanunnspHbIM reMaHrmomMaTtos.

PeaKkune reHeTM4eCKME U METABONNYECKNE HAPYLLEHUS:



HapyleHne obMeHa ranmkoreHa (6onesdHb ¢doH [MpKe),
6onesHb lowe.

lNaToreHes nero4YHon rMnepTeH3uun
N3mMeHeHWs cCOCYA0B NEerkux BeyT K Pa3BUTHIO NMHEB-
MOHWI, BPOHXOCNACTUYECKOro cMHApOMa, MHdapKTa
NIErKoro, NHeBMOCK/epo3a, GOPMUPOBAHMIO NIEFTOHHOM
rMNepPTEH3UN N NEFOYHOIO cepala.
® Ba30KOHCTPUKLMSA
® peayKLMs NeroYHoro COCyanmcToro pycna
® CHWXXEHWE 3NaCTUYHOCTM JIEFOYHbIX COCYA0B
e 06nuUTEPALIMA NIEMOYHbIX COCYA0B: TPOM6BO3 in situ,
nponudepaums rmagkoMbllEYHbIX KNETOK.

M3MeHeHNs GYHKLMOHAIbHbIX CBOMCTB, a TaKXe
CTPYKTYpPbl MEMOPAH 3HAOTENNANbHbIX KNETOK, Bbl3BaH-
HbIX BO3[ENCTBMEM LIMTOKMHOB, MOTYT COXPaHATLCH B
TEeYEHUEe ANUTENbHOro0 BPEMEHM, CNOCOBCTBYS GOpPMM-
pOBaHMIO NPOTPOMOBOTMYECKOrO MPOBOCMNANUTENBHOIO
COCTOSIHUS, Ha3bIBAEMOr0 «aKTUBaLMs 3HAO0TENNAbHbIX
KNeToK». QHAOTENIMHbI OTHOCATCS K YUCNy Haubonee
MOLLHbIX Ba30OKOHCTPUKTOPOB M MUrpatoT BaXKHYKO POJib
B perynsumMm KpoBOTOKAa (CHUXKEHUM TKaHEBOMW nepdy-
31K). YBENMYEHME CUHTE3A IHAOTE/IMHOB OTMEYEHO MpHU
cuctemHon cknepogepmum (CCL), CMCTEMHOM KpacHOM
BonyaHkKe (CKB), 60ne3Hun PenHo, cuHapoMe AMCCEMMUHU-
pPOBaHHOI0 BHYTPMUCOCYAMUCTOrO CBEPThIBaHMUS [2].

J1éroyHas cuMnToMaTUKa Npy peBMaTnYeCcKux 3abone-
BaHUSAX ABNSETCS PE3YNbTaTOM CUCTEMHOIO BOB/IEYEHUS
B NaToO/IOrMYECKMMN NPOLLECC COEANHUTENbHOMW TKaHMU.
Beayluyto ponb B 3TOM npoLecce UrpatoT MMMYHOBOCHA®
NITENbHbIE MEXaHU3MbI.

K oco6eHHOCTSIM PpUKCaALMU MMMYHHbBIX KOMMNAIEKCOB
B 6@3a/bHblX OTAeNax OTBOAAT reMoANHaMUYECKUM daK-
TopaM. MIMyHHble KOMMNJIEKChI OTKIaAblBalOTCA'B MEETax
TYPOYNEHTHOrO ABUXKEHUS KPOBMU, Nepenajax @aBieHnsd.
MNoao6Hble remogMHaMUyeckne ocoO6eHHOCTU OTMeYa-
I0TCA B MecTax budypKaLmm cocynoB, rae 8ameansercs
KPOBOTOK, NOBbILLIAETCH NPOHNLLAEMOETBLCOCYAOB. ITUM
0OBbACHSAIOT NOKaNN3aLuMIio UMMYHHBIX KOMAREKCOB NoA
6a3anbHON MeEMOBpPaAHOM apTepPUON 1 Kanunngapos. UMmy-
HoBOCNanuUTebHble MexaHU3MBI TPNBeASAT K BOZHUKHO-
BEHMIO XapaKTepPHOW NaTtoMOpP@ONOrMieCcKON KapTUHbI,
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BKJ/ItOYaloOLLEN B cebs:
1. MyKongHoe HabyxaHue
2. PMGPUHOUAHBIM HEKPO3
3. MNponudepaumnio coeguHUTENBHON TKaHK
4. lHeBMOCK1ePO3

B OCHOBHOM B K/IMHMYECKOW KapTUHE NMOparKeHUus
OpraHoB AblXaTe/bHOW CUCTEMbIARPU, PEBMATUYECKNX
3aboneBaHuax npeobnagatoT ABa@,0CHOBHbBIX EMMMTOMO-
Komnnekca [5]:

1. Cocyanctoe nopaxeHue (BaCKynut)

2. MNoparkeHune Nérkux (Yawle BEero, MHTepcTuLmanb-
HbIX MHEBMOHMWT)

3. [1BYCTOPOHHWI XapaKTep NopameHus;

4. MNMpenmyliecTBEHHas ToKanusauunsa npolecca B
6a3anbHblX OTAENAX TErKUX;

5. HacTtoe BOBfIEHEHMUEN(NO €paBHEHMNIO C UHPEKLN-
OHHbIMUK 3abo/eBaHMAMKN AETKMX) B NATONOMMYECKUX
npoLiecc nneBpsbl;

6. Hannume 6poHX00BCTPYKTMBHOIO CMHAPOMa (0CO-
6eHHO XapaKIepHO A4/19 y3eKOBOro noinaptepumTa).

PVCK BTOPUHHOW 1ErOYHON FTMNEePTEH3MU MPU CUCTEM-
HblX BacKyAuTax KakK npaBuio HEBbICOKMK. Hanbonee
uccnefoBaHa nerovyHas runepteHsna npu CKB, CC, c-m
LUapna'c BeEpudUKaLMen rMnepTeH3nn Manoro Kpyra B
3,5-11%.

BacKynuTbl cBA3aHHbIE C aHTUHEMPODUNBbHBIMM LIUTO-
nnasmaTMyecKMMK aHTUTeNamu: rpaHynemaTo3 BereHe-
pa, MUKPOCKOMUYECKUI NOSIMapPTEPUUT, annepruiecKui
rpaHyileMaTtosHbli aHrnut (Hapra-Ctpocca), y3en1KoBbIi
RoNnapTepunT NPOTEKAIOT C JIEFOYHON TMNEPTEH3UEN B
1-3% cny4yaeB, aHanorn4yHas 4actota oTMe4yaeTcs npu Ba-
CKy/IMTax, CBA3aHHbIX C UMMYHHOKOMIJTIEKCHbIM Moparke-
HUEM, Hanpumep, Npu PA, remopparn4eckom BackynuTe,
6ones3Hn bexyeta, KPUOrno6GYNIMHEMUYECKUN BaCKynu1TeE.

HW3KnM pucK passuTtus rmnepteH3nn (<1%) xapakre-
peH Ans BACKY/JMTOB, CBSiI3aHHble C opraHocneuvduye-
CKUMM aHTUTENaMK (6one3Hb KaBacaku).

MpK cUCTEMHbIX BAacKynuTax UMEKT MECTO TaKKe
BTOPMYHbIE MOPAXKEHUA OpPraHoB AbixaHUs 06ycnoB-
JNIEHHbIA LINTOTOKCUYECKMMHN pPEeaKLMAMU (TOKCUYECKNI
GMOPO3UPYIOLLMI a/IbBEOSTUT MPU MPUMEHEHUN UMMYHO-

Tabmya 1. NpU3HaKy CocyaUCTOIo NopaxKeHWs opraHoB AbixaHWsa NPU CUCTEMHbIX BaCKy/UTax MOMUMO JIErO4YHOMW

runepreHsum [5].

CumnTombl

Popma cMCcTEMHOIO BackymnTa

1. KatapanbHbie asaedns: [[KoHblokTMBUT

Bonesnb KaBacakn

3aTpygHeHne HOCOBOIO AbIXaHUS

paHynemaTo3 BereHepa

Kawenb

2. KpoBoxapkaHbe

paHynemato3 BereHepa, MMKPOCKONMUUECKUI MO-
nvaptepunt

3. O6CTPYKTMBHBIN CUHAPOM

BonesHb Yappka-Crtpocca, MMKPOCKONMUUECKUI NO-
JIVIiapTepUNT, Y3EKOBBIN NONNAPTEPUNT

4. CMmnTOMbI OPOHXMANbHOWM acTMbI

BonesHb Yappxa-Crpocca

5. AnbBeonut

Mwkpockonnueckuin nonnapTepunT

CKyNsipHas MHMUAbTPATbI, OUAroBble NHPWILTPATDI

6. Rg npu Bcex CB: ycuneHve cocyauctoro pucyHka, nepvsa-

Bce cuctemHble BaCKYINTbI
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PucyHoK 1. BHelWwHW BUA YCTPOKCTBA.

PucyHoK 2. QuarpaMmma MaplupyTa nauuveHTa.

AenpeccaHToB-LMTOCTaTUKOB) 1 0BYCOB/IEHHbIE HELUTO-
TOKCUYECKUMU peaKkunsaMu (annepruyeckuim NnHeBMOHUT
WU TUNepYyBCTBUTENbHbBIN MTHEBMOHUT MPU NPUMEHEHWUN
npenapaToB 3o0507a) (Tabn.l).

Beaywum B MexaHUM3Me pa3BUTUSA IEFOHHOW runep-
TEH3MM NPU CUCTEMHbIX BaCKyNIUTax NEXMUT AUCHYHKLMSA
3HAOTENUS, BbipabOTKa LUTOKMHOB, yBENNYEHWE ape-
raumm TpomMoeounToB. NMaTOXMMUYECKUI KacKag npuBo-
AWT K CTUMYNSLMK TPOMBOOOpPa30BaHMs, BOCNaneHu
rMnepTpoduUn MHTUMbI, PEMOAENMPOBAHUSA U CKIIEpO3a
COCYAMUCTOro pycna.

CHMMNTOMBI, CBSI3aHHbIE C COnyTCTBYIOLWMUMHU 34
BaHUAMHU

1. OpTONHO3 U NAapOKCM3MaslbHOE HapacT, O/blLl-
KW B HOYHbIE YaCbl YKa3bIBa€T Ha MNOBbILIEH ro
[JaBNEeHUSA U 3aCTOMHbIE ABNEHUA B Man re Kpo-
BOOOpaLLEHUS BCNEACTBME MOPAKEHN €J10B

cepaua.
2. ApTpanruu, KOXKHble NPOSIB/
ApoM PenHo yKa3biBaloT Ha CBA3b
C peBMaTn4ecKMMu 3aboneBax
3. YpOBHM aHTUHYKNeap
60/IbHbIX C IEFOYHOW TUnep
(<1:80).
daKTopbl, BAKSIOLL

OB NPaBOXESYJO4KOBO cepey-

4. YpoBeHb OBOro NoTpebneHns KUCIopoaa.

5. 9XOKI- napameTpbl: pa3Mepbl Npeacepani, NeEBoro
XenygoyKa, remoMHaMn4yecKne napamMeTpbl (daBeHne
B NpaBOM Mpeacepauun, cpefHee faBlieHWe B JIEFOYHOM
apTepun, cepaeyHbIi BbIOPOC).

6. YpoBeHb caTypal MM BEHO3HON KPOBM.

7. [laHHble oCcTpOon papMaKoIorn4yecKom npoobi.

8. Hannuue runepypmkemuu.
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9. YpoBeHb BNP.
10. YpoBeHb TPOMNOHMHA.
11.YpoBeHb aHOOTENMHA-1
B N1asme.
ILUEHHbIN YPOBEHb

HaBWratopa v NpPorpaMmmHoro
ecrie4eHus, NPoU3BOAALLErNO
0 Y CKOPOCTU U ANCTaHLIMK
pemelleHua, paspaboTaH-
IX B Benopycckom rocynap-
CTBEHHOM ME[ULIMHCKOM YHMU-
Bep(ﬁTe coBMecTHO ¢ OAO «MUHCKMI HacoBOM 3aBO»

(Prcgls2), HT PB N27403.

onnnyectea WECTUMUHYTHbIX OTPE3KOB,
WMx onpeaeneHHomy dyHKUMOHaNIbHOMY

€eHAaLMn Mo NIe4EHUIO NErOYHON rMNepPTEH3UK
Laa Tepanuns BKIOYaeT NPUMEHEHWE IMYPETUKOB,
OHWCTOB BUTaMuHa K, KucnopogoTepanuio, npu-
HWEe cepAeyHbIX MUKO3MA0B NPU O4HOBPEMEHHOM
buépnnnaumm npeacepanin. B HEKOTopbIX cinyvasx K Bbl-
enepeyncneHHbIM npenapaTtomMm Ao6aBAAOT AOHATOPbI
OKCWAa a30Ta — MOICUAOMMH (KOPBATOH) M @HTarOHMUCTbI
anbl0CTEPOHA — CMMPOHONAKTOH (BEPOLLMMUPOH).

BarKHbIM 3Tanom Cnymt npoba Ha Ba30peaKkTUBHOCTb
(Tabn.2) M B3aBUCUMOCTM OT pe3y/bTaTa NaLueHTbl B Aallb-
HeWLleM oCTatoTCs Ha AOCTYMHbIX 610KaTopPax KanbLMEBbIX
KaHanoB (Ta61.3) unun nepeBoasTcs Ha 6onee goporue
npenapaTbl (MpocTaragaHanHbl, 6110KaTopbl IHAOTENNASb-
HbIX peLenTopoB) (Tabn.4).

Bbi6op npenapara npu OTCYTCTBMM Ba30PEAKTUBHOCTH
Ha NPUMEHEHEHMWE OCTPbIX TECTOB 3aBUCHT OT PYHKLMO-
HaJIbHOO Klacca cepie4YHoM HeOCTaTOYHOCTM NaLMeHTa.

Mpwn Nl K npeanoyTeHne oTaaeTcss aHTaroHMcTam
peLenTopoB K 3HAOTENNHY, NpocTaHoMaaM (BMAOTb 10
NOCTOSAHHOW MHOY3UKM NPOCTaLMKIUHA) U UHTUOUTOPaM
dochoanactepasbl 5.

MHrméutopbl dochodanactepasbl 5-ro tuna (PA3-5)
CungeHadun — nepopanbHbil MOWHbBIN CENEKTUBHbIN
MHTMOUTOP LIMKIMYECKOIO ryaHO3MH-3'-5'-MoHodochaTa
(u TM®) ®3 5-ro TMna, dapmaKonorMiecknin adpdexT
KOTOPOro cBfi3aH C MOBbIWEHWEM BHYTPUKIETOYHOM
KOHUeEeHTpaunn uf M®. YBenmyeHne KoHLLEHTPaLLMK 3TOr0
HYKNeoTua OKa3blBaeT peflakcupylowee u aHTUnpo-
nudepaTMBHOE AENCTBME Ha MMaKOMbILIEYHbIE KIETKM
cocyaoB. ®13-5 HaxoanTcs B 6ONbLIOM KONNYECTBE B
MaJioM Kpyre KpoBooGpalleHUs, U Npu xpoHudecKkon J1II
MoBbILLIAIOTCS SKCNPECCHSA U aKTUBHOCTb reHa ®13-5. 310



Tabauua 2. Octpbie papmaKkonornyeckue npobbl 1 OLLEHKU Ba30pEaKTUBHOCTU 60/bHbIX JTT
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MpenapaT MyTb BBEOEHNA T1/2 CrapToBas no3a JleuebHas nosa OnvtenbHoCTb
MnrEel BHYTPUBEHHBbIN 3MuH. 5 Hr/Kkr/MuH. 10 30 Hr/Kr/MuUH. 30-40MuH.
Okcng asoTa VIHTaNALMOHHbIV 15-30 cek. |10 ppm 20-40 ppwm SMUH.

Tabauua 3. AHTaroHUCTbl Kanbuus A iedeHust 6onbHbIX JTT [4]
JNekapctBeHHbIVi |HauanbHas| [lMpuripocT fo3bl CytouHasa po3a  |CytouHas po3a (C CyTouHas no3a

npenapat 0033 kaxpgble 3-5-gHen | (COJTA< 50mm. pT.cT.)|  50-100MM. pT.CT.) > 100mm. pT.cT.)
WcpapgnnuH 2,5-5mr Ha 2,5-5mr 7,5-10mr 10-12,5mr, -15mr
AmnoannuH 2,5-5mr Ha 2,5mr 10mr 12,5m 15mr
JTaumannux 2-4mr Ha 2mr 4mr 4-8 8mr
Onntnazem 30-60mr Ha 30mr 120-180mr 180 240-360mr

Tabnnua 4. PekomeHayeMble K MPUMEHEHUIO Nnpenaparbl NPy JIero4Houn ep:

lMpenapat Knacc YpoBeHb

brnokatopbl KanbLMEBbIX KAHA0B I C
AHTaroHVCTbl 3HOOTENMANIbHBIX peuenTopos (ambrisentan, bosentan, | A
WHrnbutopsl pocchopmacrepasnl Tvna 5 (sildenafil, tadalafil) I A/B
Tepanus puypeTrikamu y NaumeHToB ¢ LOKa3aHHOW NMPaBOXeyL0uKO OUHO- I C
CTbO 1 3a4,EP>XKKOV XXNJKOCTN
OnutenbHoe npumeHeHne O2 y nauneHTos ¢ fasneHviem O2 B apTe Hou kpoBw <60 I C
MM PT. CT.
MpocTtaHonapl (beraprost, epoprostenol) | A/B

No3BONSET NPEANONOXKNTb, YTO CUIAEHAPU OKa3biBag
NPEeNMyLLECTBEHHOE BNIUSIHWE Ha NIeroYHbIe COCYAbI.
OaHaKko cungeHadun noka He NosyyYun paspe

nmeeT 603eHTaH. [penapat pas3peLleH K MPUMEHEHHUIO B
Poccumn n YkpanHe. lNpu MHOroLueHTPOBOM UCCe0BaHMK

IOrM4YecKoM KomuTeTe . B HacTosilee Bpems
HasHavyeHun cunaeHadunna MOXKET paccMaTpPUBaTbLCS Y
BREATHE-1 Ha3Ha4yeHue
603€eHTaHa B CyTOYHbIX [10-
3ax 125 mr unm 250 mr
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HOrotecta He MeHee 4YeM Ha

10% MO CPaBHEHMIO C WC- PucyHok 3. Matematudeckast 06paboTKa Tecta 6-MUHYTHOM XObObI

= 117




¢ OO030pHI U JEKIUH

XOAHbIMM NOKa3aTeNsIMn) HECMOTPS Ha NPUMEHEHKeE npe-
napara B Te4eHue He MeHee 8 Hef, cnefyeT pacCMOTPETb
anbTepHaTUBHbIE METOAbl 1e4eHus. Y YyacTu 60bHbIX, Y
KOTOpbIX He 6bl/I0 OTMEYEHO TepaneBTUYECKOro oTBETa
nocne 8 Heg NpUemMa, MOXKET HabntogaTbes apdeEKT nocne
AONoSHMTENbHbIX 4—8 Hea. B cnyvyae npuHATUS peleHus
06 oTMeHe npenapara, 403y OTMEHSIOT MOCTENEHHO ¢
NPUMEHEeHWeM anbTepHaTUBHOM Tepanuu. B ciyyae Knu-
HUYECKOro yXyAlleHMs Yepes HECKObKO MecsiLeB nocne
Ha4vana Tepanuun, HeCMOTPS Ha NPMMEHEeHWe npenapara,
HEeo6X04MMO PacCMOTPETL LieNecoobpasHOCTb ee Npo-
AONKEHUS. Y 4acTu 60JIbHbIX, Y KOTOPbIX HEe HabnaaeTcs
NoNoXnUTeNbHOro addekTa npu npueme 125 mr 2 pasa s
A€eHb, TOIePaAHTHOCTb K PUBMYECKMM Harpyskam MOXKeT
YAYYLKTBCS MPU YBENUYEHUU A03bl 0 250 Mr 2 pa3a B
A€eHb, OHAKO cnegyeT B3BECUTb COOTHOLWEHWE PUCK/
nosib3a AN 60/1bHOMO C y4EeTOM TOr0, YTO renaToTOKCHY-
HOCTb MMEET A0303aBUCHUMbIV XapaKTep. Bo nabexaHve
YXYALLIEHWUS KITMHUYECKOrO COCTOSAHUSA M3-3a BO3MOXKHOM0
CUHAPOMA «OTMEHbI», HEOBXOAMMO NMOCTENEHHO CHUXKATb
[103Y, yMEHbLUAs ee Ha NoSIOBUHY B Te4eHue 3—7 AHEN.

B3aumopeicTBue ¢ aHTaroHuctamm ButammHa K.

1. bo3eHTaH UHayuMpyeT cuctemy LuToxpoma P450,
ycunusaeT MeTabonnam BapdapuHa, 4To TpebyeT yBenu-
YeHWs ero o3bl.

2. CUTaK3eHTaH UHrMbupyeT M303H3uM CYP2C9. u
yBenn4nMBaeT nepuoa nonysbiBeaeHns sapdapuHa B 2,4
pasa, 4To TpeboBano yMeHblIeHMe 03bl BapdapuHa H
80%.

3. AM6pu3eHTaH ¢ BapdapUHOM NEKapPCTBEHHbI
MMOJENCTBUI HE UMEET.

lNpon3BoAHbIE MPOCTALMKIANHA, UCNONb3YeM

LenTopam NpocTaunKInHaA, XMMUYECKOM C
M 6bICTPO MeTaboNn3npoBaTbCs B opra
cTaunknuH (PGI2), o6pasytolmnincs Hen
3HAOTENNKU COCYAOB, ABASETCS H ee
[0 CHX MOP OTKPbLITbIX Ba30AMNSTatop OBPEMEHHO
OKa3blBaoLMM LIMTONPOTEKTOPHOE AENCTBME U UHTUOK-
pylowmn adbdbeKT Ha arpera nTOB. KNnHK-
yeckas apdeKkTnBHocTb Nno fla JOKa3aHa npu

CUCTEMHas KpacH
AHTUPOCDONNMNUA
cuHapom Le

BbicoKkas 44ecKas apPeKTMBHOCTb MnonpocTa n
npodunb 6€30NacHOCTH, IOKA3aHHbIE B MHOMOLIEHTPOBbIX
KNMHWYECKUX UCCNEefoBaHUsAX, MO3BONAIOT PEKOMEHI0-
BaTb €ro NpMMEeHeHne B Tepanum CoCyamCTbiX nopae-
HWUW, B TOM YMUCNE NEro4YHOM rMMNepPTEH3NN, BbI3BAHHbIX
peEBMaTUHECKNUMN BONEIHAMM.

Kucnopoporepanus

B HacTosllee BpeMs MCMNOJb3YOTCA UHTENEKTYalb-
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Hble CUMCTEMbI AN HEMHBA3WBHOW, KOHTPOIMPYEMON
BEHTUAALMMN NIETKUX C HEMPEPBLIBHOM aganTtaunen K
OblXaHUIO nauuneHTa (puc.4). CUCTeMbl OCYLLECTBASAIOT
YHKLUMIO cCaMOCTOATENIbHOIO aHanM3a TMna AblxaHus
nauueHTa U HaCTPOMKMN peXMnma BEHTUAALMMK B paMKax
npeaBapuTeNbHOro 3ajaHHoOro gMamasoHa, ynyylwaer
KayeCTBO YXM3HU NaLMEHTOB C XPOHMYECKK OCNabNeHHON

JblXxaTeNbHOW MycKynaTtypon. On CUHXPOHU3a-
LMS OblXaHWa NnauueHTa 1 pa nossonser
nauneHTy NPaKTUYECKU MUHUM IXaTesbHble

ycunus. Cpeaun nocras
BECTHbI MOfleNu annap
oTBevaloT TpeboBa
NErKMUX 1 UMeIoT YHU

Adaptive, o6ecrne4uBas YULLYIO MOMOLLb B pasrpyske
ﬂ.blxaTeanon@ .
J -

PucyHoK 4. KoHueHTtpaTtop kucnopoaa Armed 7F-5L

MopTaTMBHbIE KOHLIEHTPATOPbI KUC0POAa - 3TO 3NEK-
TpU4ecKkne NpubopbI, NO3BOASOLWME NOAYYaTb KUCOPOA
BbICOKOW KOHLIEHTpaumn 87- 96% npu NOMOLLM MONEKY-
NAPHON GUALTPALMK OKpYKatoLLero Bo3ayxa Gn3anyeckum
nyTem, He Hapylas HopMasabHOro o6bema coaepraHus
KMCNopoada B OKPYXKaloLLEM BO3ayXe.

MpeaHa3HayeHbl Ana NPoOBEeAEHUSA KUCIOPOAHOM
(KncnopoaHo-BO3ayLHOM) TepanmMn MAnM aspo30/1bHOM
WHransumm XnaKkumu fnekapctsaMu 601bHOMY C neveb-
HOM Lenbto. NMPUMEHSIOTCH B YCI0BUSAX Pa3/IMYHbIX Me-
OUUMHCKUX YYPEKOEHUN, CNYKO CKOPOM U HEOT/IOKHOM
MEeAMLMHCKOM NMOMOLLM, a TaKKe AN UHAMBUAYaNbHOro
MCNONMb30BaHMUs, Kak B CTalMoHape, Tak U B AOMALLHKUX
ycnoBusx. 3GGeKTUBHOCTb ANIMTENbHbIX (10 12-15 vyacoB
B CYTKW) MHransauum kucnopoga (21/muH) 95% cmecsb.

Kom6u1HMpoBaHHas Tepanus 1eEro4HON rMnepTeH3un

Kom6uHMpoBaHHas Tepanus NpeacTaBnseTcs MHOMo-
ob6ellaliMM BapnaHTOM NevyeHust U3-3a BO3MOXHOCTH
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BO34ENCTBUSA Cpa3y Ha HECKOJIbKO NaTOPU3NONIOrMYECKUX
MexaHn3moB J1AT. Kom61MHMpoBaHHas Tepanuns ocyLLecT-
BSIETCA OAHOBPEMEHHbIM Ha3HaYeHMeM BYX Un 6onee
BapuaHTOB NeYeHus unum gobaBieHMeM BTOPOro (Mnu
TpeTbero) Buaa Tepanuun K NpealecTByOWEMY TEHEHHUIO
B c/lydae ero HeapdeKTUBHOCTU. [TOKa HEACHO, KaKowm
M3 3TUX BapuaHTOB KOMOGWHMPOBAHHOW Tepanuu npea-
noyTUTENbLHee.

KomMbuHnpoBaHHaa Tepanua MOXeT Ha3HavyaTbCs
60/1bHbIM NPU OTCYTCTBUU YNYy4HLLEHUS UK YXYALLEHWUS CO-
CTOSIHUSA Ha GOHe leYeHuss npenapaTtamm NepBoro psaa
HEeCMOTpPS Ha TO, 4YTO AaHHble 06 3TOM 0CcO60M crnocobe
Jle4eHns orpaHMyeHbl U NpeacTaBieHbl B OCHOBHOM He-
KOHTPOMPYEMbIMWU UCCNEA0BaHUAMM.

bannoHHasa npegcepagHas cenTtoCTOMUSA U / UK
TpaHcnnaHTauns Nerkmux noKkasaHbl Npu pedpaKTepHom
JTAT Ui npu HEBO3MOXHOCTM NPOBEAEHUA MEAUKaAMEH-
TO3HOrO fie4eHuns. ITU NpoLeaypbl AONKHbI BbINOJHATLCS

O0630pbI M JEKIHH ¢

TONbKO B KIMHUYECKUX LieHTPax, MMeoLLMUX NoA0GHbIN
onbIT.

Cpeau nepcneKkTMBHbIX HanpaBieHWn 4 e4eHmns
NEro4YHOM runepTeH3nn NP CUCTEMHbBIX BaCKy/UTax MO-
ryT paccMaTpuBaTbCs TKaHeBble MHbY3eMaTbl s Herpe-
pbIBHOrO am6ynaTopHOro BBeAeHWA nNpecTariaHinHoB
C 3aMeHOW KaTpuaXKa OfIMH pas B HEAE!O,
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