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CocyauncTble OCNIOXKHEHUA CUCTEMHON CKaepoaepmum — deHoMeH PeliHO M guruTanbHble M3bA3BAEHUA — ABAAOTCA
O,CI,HOVI M3 OCHOBHbIX MPUYUH 60]114 n paHHeﬁ WUHBannansaumm naumeHToB, CylweCTBeHHO CHUXaAa Npu 3TOM KadyecCTBO
YKU3HU. B cTaTbe NpeacTaBaeHbl Noc/ieaHMe HOBble AaHHble 0 MEeXaHM3MaxX Pa3BUTUA BAaCcKy/a0NaTUI, a TaKkXKe noaxoabl
K BEAEHMIO NauneHToB ¢ eHoOMeHOM PeitHO 1 aurnTanbHbiMu A3BaMu. Matodumsmonorns ¢eHomeHa PeliHo cBsizaHa co
CNIOMKHBIMW MeXaHW3MamMM U npeanosaraeT B3auMOAeNCTBUE MEXKIY COCYyAUCTbIMWU, BHYTpUcocyamucTaMmn dpaKTopamm
N MeXaHM3MaMW HEPBHOTO KOHTPO/IA. YCTaHOB/EHbI KIMHUYECKUE N CEPONIOTMYECKME aCCOLLMALMM BOSHUKHOBEHNSA AN-
rMTaNbHbIX A3B. [lOparkeHne Nerknx, cepaua v NULLEeBoaa, 4AnTeibHoe TedeHne peHomeHa PeitHo, guddysHoe noparke-
HUWE KOXM, paHHee Hayano 3ab0neBaHUs, BbICOKas aKTUBHOCTb, MO34HUI CTApT Ba3OAUNATUPYIOLLEN Tepanum ABAAOTCA
NnoTeHUnabHbIMK GaKTOpPaMM Pa3BUTUA U NPOrPECCUPOBAHMA ANTUTAIbHBIX A3B. Hannumne aHTUTEN K Tonousomepase
(anti-Scl-70), aHopmanbHaA KapTUHA KanuUANAPOCKONMU, NOBbIWEHWE YPOBHEN 3HAOTENUHA-1 U HU3KUI ypoBeHb daK-
Topa pocTa aHgoTenns cocynos (VEGF) aBnsaoTca ceposiorMyeckumm MapKepa TAxKeiol Backyionatum. Hambonee cunb-
HbiMM GaKTOPaMM pPUCKa PasBUTUA HOBbIX AWUIUTAJIbHLIX A3B B TEYEHME Noc/ieayoWwmx 6 mecaues 6blin: NJAOTHOCTb
KanuanspoB Ha cpeaHem Masble AOMUHUPYIOWEN PYKU, YUCNO A3B MULLEBAPUTENIbHOMO TPAKTA M HanNUYMe UCXOLHOM
KpUTUYeckon nwemmn. ToyHoe NPOrHO3MPOBAHUE TOTO, Y KaKMX MNALMEHTOB C CUCTEMHOW CKAEpOAEPMUEN, BEPOATHEE
Bcero, 6yayT pa3BMBaTbCA AUTUTAJIbHbIE A3Bbl, MMEET OFPOMHOE KJAMHMYECKoe 3HauyeHWe, NOCKObKY NO3BOUT Bblae-
NINTb TPYNMNy NauMeHToB, TPebyowmux LueneHanpasaeHHbIX NpoduaakTUYecknux Bo3aencTemini. B ctatbe npeacTaBaeHbl
COBpPEMEHHbIe NoAaxodbl K NeYeHnto peHomeHa PeMHO M AUTUTaNbHbIX A3B, a TaKXe aAropuTM AJUTENIbHOTO MeHea-
XMeHTa nauumeHToB. BeaeHue naumeHToB ¢ peHOMeHOM PeiiHO, AUTUTaNbHbIMU A3BaMU/HEKPO3aMu BKAtOYaeT He-
dapmakonornyeckune, dapmakonormyeckme Nnoaxoabl U XMpypruyeckoe BMmellaTesIbCTBO. BazoaKkTMBHbIE MeToabl Tepa-
MUK ABAAIOTCA LLEHTPaNbHbIMW B GapMaKOIOTMYECKOM JIEYEHUM COCYANCTbIX OC/IONKHEHWUI CUCTEMHOW CKAEpOoaepPMUN.
MpeacTaBneHbl AaHHblE PAHAOMMU3NPOBAHHbIX KAMHUYECKMX UCMbITAHUIM Pa3/IMYHbIX Ba3OAUNATUPYIOLWMX NpenapaTos
W onpeaeneHo X MecTo B 1e4eHUN AUTUTANbHbIX A3B.

Kntouesble cnosa
CuctemHas cknepogepmus, deHomeH PeliHo, gurMTanbHble S3Bbl, NATOPU3NONOTUNA, MEXAHU3MbI PA3BUTUS, JleYeHUe,
npocTaHouabl.

CuctemHan cknepogepmusa (CCA) — aTto cuctem-
Hoe 3aboneBaHue COeAMHUTENbHOM TKaHU, KOTOpoe
Xapaktepusyetcs ¢pMbpo3om, NoBpexAEHNEM COCY-
O0B M MMMYHO/IOTMYECKMMW OTKNOHEHUAMMU C pas-
JINYHOM CTENEHbo BOBMIEYEHHOCTU BHYTPEHHUX Op-
raHoB. XoTa CC/[, yacTto KNNHMYECKU pasgensaeTca Ha
ABa NOATMNA, OCHOBAHHbIX Ha CTEMNEHW MOPAXKEHUA
KOXKN: AnbOY3HbIA U OrpaHUYEHHbIA (NMMUTUPO-
BaHHbIN), deHOMeH PeliHO 1 ero oc/loXKHeHUA ABAA-
IOTCA YHUBEPCANbHbIMW NPU3HaKaMKn 3aboneBaHus,
yTo BCTpeyaetca 6onee yem y 95% nauymeHTos [27].
3TO NOTEHUMANbHO OMAaCHbLIK CUMMMNTOM, MOCKONbKY
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OH A0BOJIBHO YacTO NMPOrpeccupyeT BNAOTb A0 U3b-
A3BneHul (y 50% nauMeHToB), NPUBOAA K raHrpeHe
KoHeyHocTn [19]. CepbesHOCTb cuUTyauuu CBA3a-
Ha ¢ GOPMMPOBAHMEM CTPYKTYPHbIX HapyLlleHui
N PYHKUMOHANbHBIX COCYAMUCTbIX aHOMaNWi npwu
deHomeHe PeitHo B pamkax CC[ B oTinume OT nep-
BUYHbIX (MAnonatnyeckmx) popm peHomeHa PeliHo,
KOrZa COCYAWCTble OTK/IOHEHWs ABAAKTCA MNOJIHO-
CTbt0 06PATUMbIMM U HUKOTAA HE MPOrpeccupytoT 40
HeobpaTuMmoli TpaBMbl TKaHel. Takum obpasom, au-
rMTaNbHas BacKynonaTua ABAAETCA OgHUM M3 dak-
TOPOB, NPUBOAALLUMX K XPOHUYECKON ULLIEMUYECKOM
601 1 MHBanMAaHoOCTU y naumneHTos ¢ CCA.
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MepBUYHbIN deHomeH PeliHO aBnaeTca BpemeH-
HbIM O6pPATUMbIM Ba30CNACTUYECKMM SABNEHUEM.
deHomeH PeliHo npeacTtaBnsetT cobolt anmsoabl
npexoaslle AUrMTanbHOMW UWEMUU BCAeAcTBUE
Basocnasma AUruTasbHbIX apTepuit, npekanuanap-
HbIX apTePUONT U KOMKHbIX apTEPUOBEHO3HbIX aHa-
CTOMO30B NOZ BAWAHUEM XONOAHOW TemnepaTypbl
M aMoUMOHanbHoro ctpecca [9]. Yawe Bcero oH 3a-
TparneBaeT Naiblbl PYK U HOT, KOHYMKKU YylUel, HOC
n cocku [38]. Kak npaBuno, USMeHeHUA LBETA KOXKMU
npetepnesatoT 3 ¢asbl: HavyanbHasa baegHOCTb, LMa-
HO3 W, HAaKOHEeL, 3pUTEMa KaK BblpaxKeHWe KOMMEH-
CaTOPHOM Ba30AMNATALMM, XOTA AOCTAaTOMHO 4acTo
BCTpeyatoTca M AyxdasoBble aTaku. KanHuYeckue
nposeaeHna peHomeHa PeliHO MOXKHO crpynnupo-
BaTb cneayrowmm obpasom [1]:
¢ Haubonee 4acTo M3MEHEHUs OKpacKM Habnwoaa-

HOTCA Ha NanbLax KUCTEN.

* M3MeHeHMs HauuMHaloTCA Ha OAHOM Masnblge,
B Ja/ibHellemM pacnpoCTPaHATCA Ha Apyrue
nablibl U CTAHOBATCA CUMMETPUYHbBIMU Ha 06enx
KUCTAX.

e Haubonee uyacto BosaeKkawTca |I-IV  nanbubl
Kuctei, 6onbwon naney, o6blMHO oOcTaeTcA
HETPOHYTbIM.

* lI3MeHeHMe OKpPaCKU KOXKM MOMKET OTMeyaTbCs
M Ha OPYrUX y4acTKax — YLHble PaKOBUHbI, KOH-
YMK HOCA, ML, HAZ KONEHSIMMU.

¢ Bo Bpems aTak PelfHO BO3MOXHO NOsB/IEHME CET-
YyaToro IMBeAO Ha KOHEYHOCTAX, KOTOPOE MPOXO0-
OMT nocne 3aBepLieHus Ba3ocnasma.

¢ B peaKux ciyyanx HabaogaeTca noparkeHume asbl-
Ka, UTO NPOSBASAETCA ero OHEMEHMEM U Npexoasn-
LWMMW HapyLLEHUAMM pedn (pedb CTaHOBUTCA He-
BHATHOM, CMa3aHHOM).

¢ 3HauyuTeNbHasA YacTb BONbHbIX NPEAbABAAIOT MKa-
NI06bl Ha CEeHCOpPHble HapyLweHuA (oHemeHue, no-
KanbiBaHMe, 60/1b) BO BpemMs aTaKu.
PacnpoctpaHeHHOCTb peHomeHa Peii-

CBOBOXKAEHMA  COCYAOCYXMBAOWMX MeaNaTopoB
M O HOBPEMEHHOMY CHUMKEHMIO YPOBHEW cocyaopac-
wupALWmnx monekyn. C apyron — yactble anmM3oabl
Ba30CMna3ma NpUBOAAT B KOHEYHOM UTOre K nporpec-
CUPYIOLLLEN NWEMUMN TKAHEN, MPOAYKLMM CBOBOAHbBIX
CynepoKCUAHbIX PaaMKanoB 1 elle 6o/blue yCUIMBa-
tOT NATONIOTMYECKME U3MEHEHMA B TKAHAX U CO34at0T
yCcnoBuA, Ha GOHEe KOTOPbIX MOFYT BO3HMKaTb TPOOMU-
YyecKkue HapylweHuna — aurntanbHble aA3sbl [3]. MaTo-
dusmnonorma peHomeHa PeitHO cBA3aHa CO CNOXKHbI-
MW MexaHM3MaMM U NpeanonaraeT B3aMmogencTemne
MeXAay COCYANCTbIMK, BHYTPUCOCYANCTaMM PaKTopa-
MW U MEXaHM3MaMM HEPBHOTO KOHTpoOAs (puc. 1).
O6bIYHO CYMUTAETCS, YTO M3bA3BAEHWE KOHUMKOB
(nogyweuek) nanbueB SABAAETCA KULLEMUYECKUMY,
TOrga Kak W3bA3B/MEeHWEe Ha pasrnbaTesbHON Mno-
BEPXHOCTM ManblLEB HOCUT «TpaBMaTMYeCKUIn» Xa-
pakTep. Ha ceroaHAWHMI aeHb 66110 Mano AOKasa-
TenbCTB AaHHOM Teopuu [20]. OaHako ncciegoBaHme
B. Ruaro c coasr. (2015) [31] Ha 20 naumeHTax c CCA,
M A3BaMM MaNbLEB NPOAEMOHCTPMUPOBA/IO JOCTOBEP-
HOEe CHU)KEHWE KPOBOTOKA B MecTe 06pa3oBaHUsA A3B
NanbLLeB U YAYYLWIEHME ero NpU 3aXKneneHuu. Uwe-
MM3aLMA TKAHEM TaKKe JIeXXUT B OCHOBE Pa3BUTUA
OCTE0/11M3a, NPENMYLLLECTBEHHO HOITEBbIX panaHr [2].
R. Saigusa et al. (2015) [33] npoBenu ceputo aKc-
nepumeHToB Nno nsyyeHuto poan CCN1 (Cysteine-rich
Protein 61 — cekpeTUpyembln renapuHCBA3bIBa-
lowuii benok, boratblt UMcTenHoM), obnaaatoLLero
aHTMdMbpoTUYeckum apdekTom, npn CCA n coobuym-
M 06 YMEHbLUIEHUN €ro LMPKYAUPYIOLWNX YPOBHEN
Yy NaLMEHTOB C TEKYLUMMWN UK NPeablayLLMMK SUrn-
TaNbHbIMMK A3BamMKU. OHKU TaKKe NOCTYIMPOBAJIU, YTO
MOHUMEHHbIE YPOBHM 3TOro 6enKa bblan, No KpanHei
Mepe, YacTMUHO Bbi3BaHbl aeduuutom Flil (Friend
leukemia integration-1). Flil — 3To uneH cemeiicTBa
TPaHCKPUNLMOHHBIX GaKTOPOB, KOHCTUTYTUBHO NOAA-
B/IEHHHbIM B Pa3/IMYHbIX TUMAX KNETOK B KOXe mauu-

HO cocTaBnAeT meHee 10% B obuei no-
nynauymm [29]. N.A. Flavahan (2015) [14]
B HegaBHeM 0630pe aKLeHTUPYeT BHUMA-
HWE Ha TePMOPEryNATOPHbIX MeXaHM3max

BA30CNA3M

- Quknudeckue uUsMeHeHUA no
muny uwemuu-penepgyauu

WWEMWYECKHK-
PENEP®Y3WOHHBLIE
NOBPEXOEHWUA
- TkaHesas 2unoKcus
- CynepokcudHele padukans!

KaK OCHOBe A/ NOHMMaHUA ¢deHomeHa
PeilHO, nogvepKkMBas ponb apTepuoBe-
HO3HbIX a@HAaCTOMO30B MW MOBbIWEHHOM
aKTMBHOCTM Q. -aApeHO6/I0KAaTOPOB B CHYU-
YKEHWM KPOBOTOKA.

deHomeH PeitHo npu CCA AsnAaetca
CNeACTBUEM CTPYKTYPHbIX U PYHKUMO-
HaNbHbIX COCYAMCTbIX HAPYLUEHWI C Bbl-

! |

COCYOWUCTLIE U3AMEHEHWA

NMPWU CUCTEMHOWM

CKNEPOOEPMWU

parkeHHolM npoaundepaumen  UHTUMbI

~ v BACKYNONATUA KOArynauua
AMCTaNbHbIX apTepuin KoHeYHocTel (amru- - SHGomenuanbHas
TaNbHbIX apTepuit). Cocyanctble nsmeHe- | Oucyrkuua - AKTUaaUUR MPOMGOYUMOs

HMA MMEIOT ABOAKUI xapakTep. C ogHOM

CTOPOHbI, 3HauyuTeNbHasA nponndepaums cocvoos

- Qubpos uHMUMB!
- ¥MeHbluerHue konudecmea

- fenozumel chubpuHa

n GpUbPO3 MHTUMbI, SHAOTENNANBHOE MO-
BpEeKAeHME MPUBOAAT K YCUNEHUIO Bbl-

MoBsepHyTUCA A0 3MicTy

Puc. 1. Mamocgpusuonozusa eacKynapHoli namonaoauu npu cucmemHoli
cknepodepmuu (adanmuposaHo Hamu no M. Hughes, A.L. Herrick (2017) [21])
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eHToB ¢ CC/l, No KpalHen mepe YaCTUYHO 3MUreHEeTU-
YeCcKMM mexaHu3mom. Takmum obpasom, aedmnumT Flil
ABNAETCA MNOTEHUMaNbHbIM  Npeapacnosiaralowmym
¢daktopom CCL, n cocyanCTbIX OCNOXKHEHWM, OTpa-
KaloWMMm BAUSHUE OKpyrKatollei cpeabl [5]. B 06-
30pHoi cTatbe |. Chora ¢ coasT. (2015) [11] cymmum-
POBaHbI KOPPENALNN MeKaY 6ONbLUMM KONYECTBOM
6MOMapPKePOB C KAMUANAPOCKONUYECKUMU U3MEHE-
HUAMM HOFTEBOTO /I0XKa U AUTUTANIbHBIMU A3BaAMM.
Cocypuctble 6MomapKepbl MOFYT CTaTb NOJIE3HbIMMU
NPOrHOCTUYECKMMW paKTopaMm NOBPEXAEHUA COCY-
pos npu CCL, no3BonAA NPOBOAUTL PAHHIOD CTPaTH-
dUKaLMIO NauMeHTOB W HauMHaTb Bonee paHHee Ne-
YeHMe COCYAMUCTbIX OC/IONKHEHWI.

ToyHOe MPOrHo3MpoBaHWE TOro, Y KaKUx Mmauu-
eHToB ¢ CC/l, BeposiTHee Bcero, 6yayT pasBmBaTbCa
AVrnTanbHble A3Bbl, UMEET OFPOMHOE KIMHMUYECKoe
3HayeHWe, NOCKO/IbKY MO3BOAUT BbIAEAUTL TPYNNyY
nauneHToB, TpPebylowmx weneHanpasaeHHbIX MNpPo-
bMNaKTUYECKMX BO3AENCTBMIA. 3a noc/iegHee Bpems
HECKONbKO WCCNefoBaHUI onucaan npesuKkTopsl
n3baseneHnin npn CCA n nporHoctnyeckme ¢akro-
pbl [6, 13, 35]. B 60/1blIOM NPOCNEKTUBHOM McCC/e-
posBaHun 623 naumeHTtos ¢ CCL yctaHOBAEHO, YTO
Hamnbonee cUAbHbIMU GAKTOPAMM PUCKA PA3BUTUA
HOBbIX OUMUTA/IbHbIX A3B B TEYEHME MOC/AeAyHoLMX
6 mecsues bblM: NNOTHOCTb KANUANAPOB Ha cpea-
HEM Nanble OOMUHUPYIOWEN PyKKU (QHOpPMasbHan
KanWANAPOCKOMUYECKan KapTWHA), YMCNO A3B Nu-
LLLEeBAPUTENILHOTO TPAKTA U HaMuMe UCXOLHON Kpu-
TMyeckol mwemmn [13]. K apyrum npegukropam
N3bA3BMIEHUI KOHYMKOB Ma/ibLleB OTHECEHbl aHTU-
Tena K Tonomsomepase (anti-Scl-70) [24, 41], Ha-
INume aHTUTeN K peuenTtopy Tuna A sHgoTenmHa-1
(ET-1) [35] v yBennyeHne UMPKYAUPYIOLWMX YPOB-
Helt ET-1, a TakXe TAXKecTb U3MEHEHUI Tepmorpa-
¢un [8]. Ewe B ogHOM cucTemaTuyeckom obsope
PRISMA 1. Silva c coaBT. (2015) [34] cymmupoBanu
daKTopbl pUCKa Pa3BUTUA AUTUTANbHbIX A3B, KOTO-
pbiMK aBasaoTcA: nogTun anddysHoOro noparkeHma
KoXu npu CCA, paHHuit aebioT peHomeHa PeitHo,
HaNnyMe aHTUTEN K Tonomsomepase (anti-Scl-70),
aHOPMaNbHaA KapTMHa KanuanAapoCKOnwuuM, MOBbI-
weHue ypoBHen ET-1 1 HMU3KMI ypoBeHb ¢daKTopa
pocTa aHaoTenuns cocynos (VEGF).

O[HOBPEMEHHO LIMPOKO MPU3HAETCA, YTO Hau-
yme AUrUTANbHbIX A3B CBA3AHO C TAXKENbIM TEYEHUEM
60n1e3HU N faXKe NOBbILWEHHON CMEPTHOCTbIO. B MHO-
ropaktopHom aHanusze 3196 nauneHToB U3 6asbl
AaHHbix EUSTAR uctopua gurutanbHbiX A3B 6bina
[OCTOBEPHbBIM MPOrHOCTUYECKMM GaKTOPOM CMepT-
HOCTW MaumneHToB (OTHOLWeHMe WwaHcoB 1,53) [28].

KnuHuyeckne accoumauuun AOWTUTaNbHbIX A3B
y naumneHTtoB c CCQl cymmmpoBaHbl B Tabn. 1. MHorue
M3 3TUX accouumaumii 6bIIn NpegnoXKeHbl Kak map-
Kepbl PasBUTUA A3B W 3aCNyXKMBAOT Aa/IbHENLIMX
nccnefoBaHuUi C LeNbio NOATBEPKAEHUA UX NPOTHO-
CTU4YecKon ueHHocTu [21].
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Tabnunuya 1. KnuHunueckme  accoumauum
OUTUTANbHbBIX A3B Y NALMEHTOB C CUCTEMHOMN CKNe-
poaepmueii

Hannune aHamHesa AnrMTanbHbIX A3B

KoHTpaKTypbl cycTaBoB

OnddysHoe nopaxkeHne KoKu

PaHHee Havano 3abonesaHus
CBA3aHHble

[OnvtenbHocTb peHomeHa PeliHo
1 ANUTEeNbHOCTL 3aboneBaHus

c bonesHblo

MNosbiweHne CO3

MNosblwatowme
pUCK

OTCyTCTBME MM NO34HEE Ha3HaYyeHune
BA30AWNATALMOHHOM Tepanum

obpaszoBaHun

LOMTUTaNbHBIX A38 MNoparkeHue nerkux: MHTepcTULManb-

BosneueHue HOE NopakKeHue Nerknx

BHYTPEHHMUX

MopaxkeHue nuwesoaa
opraHos P LeBoA

MopaseHwue cepaua

AHTUTENA K TONOM3oMepa3se (anti-Scl-70)

AHTULEHTPOMEPHbIE aHTUTENa

AHTUTENa
AHTUTENa NpoTuB GubpunnapuHa
AHTUIHAOTENMANbHbIE aHTUTeNa
KoHdnukTytowme KypeHue
AOKAsaTeNIbCTBA | e | Jleroynan apTepuanbHas runepreHsms
o0bpaszoBaHua
ANrUTaNbHbIX A38 Mon

HeT accounaumii
c obpasoBaHvem
OWUTUTANbHbIX A38

CKNepoaepMUUYecKnii NoYeYHbIN Kpu3

MexaHM3M pasBUTMA AMIUTaNbHbIX fA3B MNpPU
CCL, ob6bsacHAeTcA HeCKoNbKMMKU daKTopamu, Ko-
TOpble BKAOYAIOT NMOBTOPAOLWMECA MUKPOTPABMbI,
WUCTOHYEHME KOXKM, CYXOCTb KOXKM M Hannume Kasb-
unHo3sa. Cumntaetca, uto 8-12% A3B BO3HMKAOT Ha
OCHOBE Ka/IbLIMHO3a KOXW M NOAKOMKHOW KneTdart-
Kn. OgHaKO gAuTeNnbHas uwemua BcneacTeme de-
HOMmeHa PeltHO sBnseTca Hambosee BaXKHbIM Me-
XaHuamom [29]. AurutanbHble A3Bbl pas/MyatoTca
pasmepamu M rpaHULAMM, HaNYMEM OBHaXKEeHHbIX
noasiexalmx TKaHel (KoCTb, CYXOXKWUANE), KanbLn-
HO3a TKaHeW. f3Bbl CYMTAIOT OCTPbIMK A0 3 mecsa-
ueB, XpoHnYeckummn — bonee 6 mecaues. KnnmHu-
Yeckue ucxodbl A3B 3aBMCAT OT MHOMOYUC/EHHbIX
¢daKkTOopOoB. YcTaHOBNEHO, 4YTO OKONO 30% naumnex-
ToB ¢ CCl M gurnTanbHbIMMU A3BAaMU MMEIOT NOTEPIO
MSATKMX TKaHel 1 KocTel. Mpun aHan3e oCNoKHEHUN
NnauneHToB C A3BaMW MpPU 7-N€THEM MOHUTOPUH-
re BblABAEHO, YTo y 11% nauneHTOoB Habaoganaco
raHrpeHa; npu yciosmmn HeadPeKTUBHOIO neveHus,
€ro OTCYTCTBUU U PELUANBUPYIOLLNX ULLEMUYECKUX
aTaKkax pas3BUTME raHrpeHbl BnocneacTsum 6biso
otmeyeHo y 100% 6onbHbIx [36]. 12% nauneHTOB
C UrnTanbHbIMK A3BaMK TpebyoT rocnuTanansaumnm
N XMPYPruyecKkoro BMeLLaTe1bCTBa.

BeaeHwue naumeHToB c peHomeHom PeliHo, anru-
TanbHbIMK A3BaMu/Hekpo3amu npu CCA BkatovaeT
HedapmaKkosiornyeckme, GapmakosorMyeckme noa-
XOAbl U XMPYypPruyeckoe BMeLwaTebeTeo (Tabn. 2). Uc-
no/sibayemble HedapmaKo/orMyeckme mMoaanbHOCTU
BK/IOYAIOT M3beraHMe TPUIrepos, NPOBOLMPYHOLIMX
3NM304bl ULLEMWUK, B TOM YUC/IE XONO0A0BOM KOHTAKT,
3MOLMOHaNbHbIM CTPECC UM NPUMEHEHWNE NIEKAPCTB,
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Tabnuua 2. MepeueHb TepaneBTUYECKUX BO3-
pencteui npu peHomeHe PeiAiHO U AUrUTaANbHbIX
A3Bax/HeKpo3ax

Hegapmakonoauyeckoe neveHue

OTKa3 oT KypeHua

M3beraTb X0104a, CTPECCOB, UCMO/Ib30BAHMA COCYAOCYKMBAOLMX
cpeacTs, Hanpumep B-aapeHo610KaToOPoB U ampeTaMUHOB

Mcnonb3osaHme rpesiok Ansa PyK/HOT U 3aLMTHON O4eMKabl

®dapmakonoauyeckoe nevyeHue peHomeHa PeiiHo

bnokaTopbl KanbLMeBbIX KAHAN0B

bnokaTopbl peuenTopos aHrMOTEH3NHA

a,-agpeHobnoKaTopbl

JleyeHue OU2UMAnNbHLIX A38

NHrnbutopsl docdoanacrepasbl

AHanorn npoctaumKanHa

AHTaroHuUCTbI peuenTopoB SHAOTENINHA

Hutpatbl

CTaTuHbl

JlokanbHoe neyeHue A38

YBNaxKHeHNe KOXu, renb ¢ BUTammHom E

AHTMBMOTUKOTEPANMUA TOMUYECKAsA/CUCTEMHAA NP COMYTCTBYIOLLE
Hbekunm

ALLeKBaTHbIM KOHTPOb 60N

[ebpnameHT Npu HaAMYUM NoKasaHui

Xupypauveckoe neyeHue dpeHomeHa PeliHo u OuauManbHeIX A36

LleHTpasibHas CMMNATIKTOMMA (IHAOCKOMMYECKan TopaKasbHas
CMMNATIKTOMUSA)

OurntanbHaa cMmnaTakToMmnA

BOTYAMHWUYECKIIA TOKCUH

TpaHcnaaHTaumA ayToNOrMYHOro Xupa

XMpypqueCKaﬂ amnyTtaumna

KOTOpble CNoCcOBCTBYIOT CY*KEHUIO COCYAOoB. ITOT ne-
peyeHb BKAOYaeT B-agpeHoba0KaTopbl, aHTUMUTPE-
HO3Hble NpenapaThbl (TakMe Kak CymaTpunTaH U apro-
TamMMH), NPOTUBO3avYaToUYHble TabNeTkU, HeKoTopble
XMMUOTEPaANEBTUYECKME areHTbl (TakMe KaK uucnna-
TUH, BUHBNACTUH, TapreTHble 610KaTOPbl TMPO3UHKU-
Ha3 — nasonaHub, CyHUTUHMOE 1 ap.), ambeTammHbI,
o-uHTepdepoHsbl. MpeKpalleHne KypeHusa abcontot-
HO HeobxoAMMO ANA NPeaoTBPALLEHUA Aa/ibHeNLwe-
ro COCy4MCTOro NOBPEXAEHMA YHKe YA3BUMOW TKaHW.

Ba3oaKkTMBHble MeTOAbI TEPANUU ABAAIOTCA LEH-
Tpa/ibHbIMM B (HapMaKONOrMYECKOM J1IeYeHUU COo-
cyauctbix ocnoxkHeHuit CCA. E. Hachulla et al.
(2007) [17] coobwmnu, 4To Ba3oANNATALMOHHAA Te-
panua 3HauynUTeNbHO 3aJepXKana pasBuUTUe AUCTasb-
HbIX U3bA3BAEHUI (OTHOLWeHWe puckos = 0,17; 95%
an: 0,09-0,32).

BnokaTopbl KanbLMEBbIX KaHa/NOB Mano usyye-
Hbl B /leyeHUU/NpoduUNakTUKe AUTUTaNbHbIX A3B,
XOTA MHOIME KAUHULUWUCTbI MCNoNb3yloT 6aoKaTto-
pbl KaNbLMEBbIX KaHANOB (4Yalle BCero HUbeannmH)
B /ledeHnn Taxenoro peHomeHa PeiHo [21]. B paH-
OOMW3NPOBAHHOM ABOMHOM CAEMOM MCCAEA0BaHNU
CpaBHMBaNM nepopanbHbii HUGeannuH (30 mr exke-
OHEBHO B TeyeHue 4 Hepenb, a 3atem 60 mr exe-
OHEBHO B TeyeHue 12 Heaenb) M BHYTPUBEHHOE BBe-
AEeHWe NNonpocTa gNs evyeHuns TaxKenoro GeHomeHa
PeliHo. Mpw aTom cpegHee KONUMYECTBO ANTUTaIbHbIX
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A3B 6b110 ymeHbweHo ¢ 4,3 go 1,4 nocne 16 Hegenb
neyeHunsa HubeannuHom. Mpu NPUMEHEeHUN NAoNpPo-
CTa YMCNO AUMUTAIbHBIX NOBPEXEHNI YMEHbBLUMAOCH
¢ 3,5 po 0,6. NosblweHMe TemnepaTypbl PyK U yayy-
LWEeHNe MUKPOLMPKYNSALUN BblI0 OTMEYEHO TOJIbKO
npwv NnpumeHeHuMn nnonpocta [30].

Ha cerogHa 6n0KaTOpbl Ka/ibUMEBbLIX KaHaNoBs,
rMaBHbIM 06pasom HubeaMNUH, ABAAIOTCA npenapa-
Tamu NepBoi IMHUM N5 Tepannmn COCyaUCTbIX Hapy-
WweHui npu CCA, a npoctaHoMAbl, NpeAnoYTUTENIbHEE
WMNONPOCT, — A5 IeYEeHUNs TAXKENOro reHepasin3oBaH-
HOro CMHAPOMA PEMHO C MLLEMNYECKMMM HapyLUEHUA-
mu [2]. HubeaunuH HasHayatoT B 3aBUCMMOCTM OT €ro
NepeHOCMMOCTU U BblPaXKeEHHOCTM cMHApoma PeliHo
8 Ao3e 30-60 mr/cyT Ha A UTeNbHbIN CPOK. JoKa3aHo,
YTO A/IUTE/IbHOE UCNO/b30BaHME ANTNAPONUPULMHO-
BbIX Ka/ibLiMEBbIX 6/10KaTOPOB CYLL,ECTBEHHO CHUMKAET
PUCK BO3HUKHOBEHMA ULLEMUYECKUX HAPYLLEHWUIM ANC-
TaNbHbIX OTAE/10B KOHEYHOCTEN.

XoTAa cywecTByeT A0CTaTOMHO CUJIbHOE Tepa-
nesTMYeckoe ob6OCHOBaHWE POAN WHIMBUpPOBAHMS
aHTMOTeH3MHNpeBpalatowero ¢epmenTta npu CCA
M COCYAUCTbIX OCNOXMHEHWN B KayecTBE areHToB
pemoaennpoBaHmMa cocyaoB (Kak uMcnosb3yercs
Yy NauMeHTOB C uLemMu4yeckol 6osiesHblo cepaua),
B HacToAlllee BPEMSA HEeT AoKasaTenbHoWl 6asbl ans
NoATBEPKAEHUA AEACTBEHHOCTU 3TOrO BMeLUaTe/b-
ctBa [20]. B MHOroueHTPOBOM ABOMHOM C/IEMOM
PAaHAOMM3UPOBAHHOM  KJAMHUYECKOM WCMbITAHUW,
BKAtoYaswem 210 nauMeHTOB C JAMMUTUPOBAHHOM
CCA vnn ayToMmmyHHbIM heHomeHoM PeliHo (c Ha-
nmunem cneumdUUYecknx CKNepoaepMMYEcKUx ay-
TOaHTUTeN), 3-NeTHee NeyeHue KBUHAMPUIOM He
aCccouMMPOBaNOCh CO 3HAUYNTENbHBIM YMEHbLUEHNEM
YymMcsia HOBbIX AUTUTaNbHbIX A3B (OTHOLWEHWE PUCKOB
=-0,08; 95% AW: 0,23-0,06) [15].

NHrmbutopbl  ¢ocdoauactepasbl  5-ro  TMna
(P3-5) nHrmbupytoT gerpagaumio (1, cnegosaTtesnb-
HO, YBE/NMYMBAOT 6BMOAOCTYMHOCTL) UMKANYECKO-
ro ryaHosmHmoHodocoata (TM®) c nocneaytoueit
BasogunsaTaumen. B metaaHanmse 3apdeKTMBHOCTH
Tepanuu AUrMTaNbHbIX A3B, BK/AOYaBwem 31 paH-
O0MU3NPOBAHHOE KOHTPO/IMPYEMOE MUCCaea0BaHue,
npumeHeHune nHrnbutopos ®f13-5 (Ha ocHoBe Tpex
BK/tOYEHHbIX PKM ¢ 06wmm uncnom 85 nauuneHTos)
aACCOUMMNPOBANOCh C 3aXKMBNEHUEM A3B U YTYYLIEHU-
€M COCTOAHMA NaumeHToB. OAHAKO aBTOPbI OTMETH-
/N, 4TO uccnegoBaHuA BblIM HEAOCTAaTOYHbIMKU ANA
BbIIBJIEHUA 3HAYUTENbHON NOMb3bl WMHIMOUTOPOB
®03-5 [37]. O630p peTpPoCcneKTMBHOrO OAHOLEH-
TpoBoro uccneposaHua 2005 roga, NOCBALWLEHHOrO
pecatn naumentam ¢ CCL, nony4yaswnm pasnnyHble
no3bl cunaeHaduna (ot 12,5 ao 100 mr B AeHb), Npo-
OEMOHCTPUPOBAJI, YTO Y BOCbMW U3 AECATU NAUMEH-
TOB Hab/1l0AaN0Ch 3HAYNUTENIbHOE CHUMKEHWE YaCTOTbI
M TAxectn peHomeHa PeliHo. lNonHoe uM3neyeHue
6b110 3apPErMCTPMPOBAHO Y BOCbMM NALLUEHTOB C A3-
BEHHbIMW MOPAXXeHUAMM NanbLeB pyK [16].
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B Hej@aBHEM MHOrOLEHTPOBOM [IBOMHOM CNEMoM
PaHAOMU3NPOBAHHOM KOHTPOIMPYEMOM UCCNEAO-
BaHWM, B KOTOpoe Bxoguso 84 naumeHTa, JieyeHue
cungeHadpuiom B TedeHue 12 Hegenb CONPOBOXKAA-
JIOCb 3HAUYMTENbHbIM COKPALLEHMEM YMCNA HOBbIX
aurmtensHbix A38 (0,86 npotus 1,51). Tem He meHee
BpeMA 3a)KMBNEHUA 3TUX A3B (OCHOBHAA KoHeyHasn
TOYKa UCCNefoBaHWs) He ymeHbwanocb [18]. Tpwu
KOMMEPYECKN AOCTYMHbIX MHIMbuTopa ®L3-5 BKAtO-
yaloT cungeHadun, sapaeHadun u Taganadun. Cun-
aeHadun v BapgeHadun mmeloT 6osiee KOPOTKUM
nepuog nosypacnaga okono 4 4yacos, B TO Bpems
Kak nepuog nonyebiBeaeHMA Taganadumna HamHoro
Aonblwe — B TeyeHue 18 yacos. [o3bl Ba3ognnATU-
pylolWmnx npenapatos, Hanbosee 4acTo MCNosb3ye-
MbIX B Tepanum deHomeHa PeliHO U ero ocnoxHe-
HWIA, NpeacTaBneHbl B Taba. 3.

MpocTaHoMAbl ABAAKOTCA MOLLHbIMW Ba30oAMA-
TaTopamM, a TaK¥Ke WHIMBUPYIOT arperauuio TPom-
6ounTOB M NpoandepaLmio KAETOK FaaKUX MbILULL
cocyaoB. MnonpocT, ogobpeHHbin B EBpone gns
NlevyeHna AnrnTanbHbIX A3B, cBA3aHHbIX ¢ CC, npea-
CTaBnsfeT cobol XMMWYECKM CTabuabHbIN aHanor
NPOCTAaUUKAMHA C ABOWMHbIM Ba3oaUNATAaTOPHbIM
n TpombouuTapHbiMm 3ddektamm [10]. Wnonpoct
ABNAETCA CUHTETUYECKMM aHasIorom MpPOCTaLMKAK-
Ha, BbI3bIBAET MoOAaBAEHME arperauumn 1 akTMBauum
TPOMbBOUMTOB, ANNATaLMIO APTEPUO U BEHY, NOBbI-
LIAET NIOTHOCTb KanuANsapoB U CHUMKAET MOBbIWEH-
HYIO COCYAMCTYIO NMPOHULLAEMOCTb, 06YC/IOBNAEHHYO
MeAMaTopamMm, TaKUMMU KaK CEPOTOHUH U TMCTaMWH,
B CUCTEME MUKPOUMPKRYNAUnM. OH aKTUBUPYET SHAO-
reHHblt ¢pubprHoNM3, obecneynmBaeT NPOTUBOBOC-
nanntenbHbI 3pPeKT, NogaBNAET aAre3nio U MUrpa-
UMIO NEeMKOUUTOB Mocae MoBPeXAeHUs 3HAO0Tenus,
a TaK¥Ke HaKon/ieHMe 1IeMKOLUTOB B ULLEMU3NPOBAH-
HbIX TKaHAX [2].

Mpu BHYTPUBEHHOM BBEAEHUWN NPOCTaHOWUAOB OT-
MeyvaeTcA A0CTaTOYHO BbICOKasA 4acToTa MOBOYHbIX

Tabauua 3. [lo3bl Ba30oAUNATUPYIOWMX Npenapa-
TOB B Tepanuu peHomeHa PeiiHO 1 AUTUTANbHDbIX A3B

O6bl4YHbIe A03MPOBKU
Knacc npenapartos MNpenapar
npenaparos
Hudpedunun 10 mr 2 pa3sa B AeHb »>
(mednentozo 40 mr 2 pasa B AeHb
8biceoboxdeHun) P A
bnokaTtopbl KanbLmesbIx 5 mr 1 pas 8 geHb - 10 Mr
KaHanos AmnoounuH
1 pa3 B AeHb
60 mr 2 pasa B AeHb -
Aunmuazem 120 mr 2 pasa B AeHb
BnokaTopbl peuentopos Jlosapman 25 mr 1 pa3 B AeHb >
aHrnoTeHsmHa | 100 mr 1 pa3 B geHb
o-6noKaTopbl Mpa3o3uH 0,5 mr 2 pasa 8 AeHb =
2 mr 2 pasa B geHb
NHrnbutopsl AN JlusuHonpun > mr 1 pas B AeHb = 20 mr
1 pa3 B AeHb
Cunderagpun 20/25 mr 3 pasa B AeHb >
50 mr 3 pasa B geHb
WHrnbutopsl ®43-5
10 mr yepes geHb - 20 mr
Tadanagun
1 pa3 B AeHb
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3¢ deKToB M nsoxas NepeHoCMMOCTb NpenapaTtos,
BK/IlOYAsA CUCTEMHYIO TUMOTEH3UIO, FOJIOBOKpPYIKE-
HUE, MPUIUBbLI, XKEeNyao4yHO-KULLEYHble PacCTPOn-
CTBa, 60/1b B YEOCTU U MUANTUIO.

BHyTpMBEHHYIO Tepanuio npocTaHouZaMu cne-
AyeT paccmaTtpuBaTb NpuU pedpakTepHOM TeuyeHUu
deHomeHa PeiltHO, 0cOH6EHHO Y NaLMEHTOB C reHepa-
nnsoBaHHoM ¢dopmon CCA n ocobeHHO B Xo/104HOE
Bpems roga. Hanbonee 4acto MCNoONb3yeTCA BHTYPU-
BEHHbI MNoONPocCT (3-5 AHEN NeyeHma co CKOPOCTbIo
0,5%2 Hr/Kr/MWH B TeueHMe 6 4acoB) 1 3NOMNPOCTEHO.

Coobuwanocb TaKXe O BHYTPUBEHHOW Tepanuu
NPOCTaHOMAAMWN A1A YAYYLWEHUA 3aXKUBAEHUA OU-
rMTanbHbIX A3B U COKpALLEeHMA KOJIMYecTBa HOBbIX.
B ABYX MyNbTULEHTPOBbIX ABOMHbIX CAEMNbIX paHa0-
MW3UPOBaHHbIX UCCNeA0BAHNAX BHYTPMBEHHAA Tepa-
nua npoctaHongamu (nnonpoct 0,5-2,0 Hr/Kr/muH
B TeyeHMe 6 Y Ha NPoTAXKeHMM 5 aHen nogpag) 6bina
CBA3aHa CO 3HAYUTENIbHO BONbLINM UCLENIEHUEM AU-
rMTasibHbIX A3B, Yem B rpynne naauebo [39, 40].

BTopoe u3 3Tux uccnegoBaHuin BKAoYano 126 na-
LMEeHTOB, 3aBepwMBLINX Kypc MHY3ui. Mocne 3 He-
nenb nevyenms y 14,6% nauneHToB, MNOJyYaBLUMX
unonpoct, 6bi10 250% M3NEUYEHHbIX AUTUTaNbHbIX
a3 [40]. CpegHee HepenbHoe 4Mcno aTak PeiHo
YMeHbLWNNOCb Ha 39,1% npn NnpMMmeHeHUn Uaonpo-
CTa v Ha 22,2% B rpynne naauebo (p=0,005). Kpome
TOro, cCpegHWin MNPOLEHT yayyweHua rnobanbHoM
OLLeHKM TaxecTu PeliHo B TeyeHWe Bcero 9-Hegenb-
HOro HabnwgeHus 6bin Bbile Yy MNaUMEHTOB, MO-
Nyvyaswux waonpoct (34,8%), 4yem y MaUMEHTOB,
nonyyaswmx nnayebo (19,7%) (p=0,011). Mobou-
Hble 3¢deKTbl OblM OYEeHb pacnpocTpaHeHbl: 92%
naumMeHToB, MNOy4YaBWMNX WAOMPOCT, WCMbITbIBAAN
OAMH WU/ HECKO/IbKO NOB0YHbIX 3¢ dEKTOB, CBA3AH-
HbIX C MPOCTaHOMZOM (XOoTa 57% nauMeHTOB, Npu-
HMMaBLIMX Nauebo, TakxKe coobliann o NoboYHbIX
addeKrax).

B TAMenbIx cnyyasx TeYEeHWs BacKynonaTui, pe-
UMANBUPYIOLLNX HE3aKMBAKOLWINX A3B  MaLMeHThl
[O/IKHbI MOAyYaTb MOBTOPHbIE KypCbl MPOCTaHOM-
[0B; HEMpepbIBHblE NN PACLLUMPEHHbIE KYPCbl BHY-
TPMBEHHOW Tepanuu cnegyeTt paccMaTpMBaThb B KuU-
HMYECKM TYNMUKOBbIX CUTyaumax [22].

Heobxoammo oTMeTUTb, YTO MepopasibHble npe-
napaTtbl NPOCTaHOUAOB (MNONPOCT, @ TaKKe HOBble
npenapatbl — 6epanpocT, LM3anpocT, TPenpocTu-
HUAN) He NPOAEMOHCTPUPOBANN Kakoe-1nbo ynydlle-
HUE B 3aXKUBMEHUM ANTUTAJIbHbIX A3B [37].

Opyroit aHanor npoctarnaHAWHa, annpocTagun,
BBOAMMbIA BHYTPUBEHHO 5 AHel noapsd, TakwKe
NPUMEHANCA Y NAaLMEHTOB C YNOPHbIM TeYeHnem de-
HomeHa PeliHo [7].

MpPa3o3nH Kak aHTaroHWUCT @ -aApPeHepruiecKoro
peuenTopa B ABYX PaHAOMMW3MPOBAHHbLIX UCCAemo-
BAHUAX MPOAEMOHCTPUPOBAN YAyYLIEHME TeYeHUs
deHomeHa PeliHo [32, 42]. Coobuanock, YTo A03a
1 mMr Tpu pasa B AeHb yNydLIaeT TeYeHME N NPOrHO3
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dbeHomeHa PeliHo no cpaBHeHMIO ¢ Nnauebo u nepe-
HOCUTCA C MEHbLIMM KOJMYECTBOM MODOOYHbIX 3¢-
¢$eKToB Mo cpaBHEHUtO ¢ bonee BbICOKMMMU 03aMMU.
K cokaneHnuto, He XxBaTaeT onybJMKOBaAHHbIX AaHHbIX
06 ero BAIMAHUM Ha AUTUTA/IbHbIE U3BA3BIEHUS.

MecTHble HUTPaTbl MCMONb30BaAUCL ANA Yayy-
LWeHMA JIOKaNbHOTO KPOBOTOKA, HO, Y4YUTbiBas OT-
HOCUTE/IbHO C/IOKHOE MNPUMEHEHUE MENKAY MEX-
NanbLUEBbIMM MPOMENKYTKAMN U MOTEHLMANbHbBIMU
noboyHbiMu 3dpdekTamn ns-3a BapuabenbHOro cu-
CTEMHOrO MOT/IOWEHNSA, CEerogHA CyLLecTByeT MeHb-
e 3HTY3Ma3Ma B OTHOLUEHUM UX PEeryasapHoro uc-
nosnb3oBaHus [3]. M.E. Anderson c coasT. (2002) [4]
nuccneaoBany BAMAHUE MECTHOro NPUMEHEHMUA rens
TPUHUTPATA FMLLEPMHA HA KPOBOTOK, U3MEPEHHbIM
C NOMOLLbIO CKaHMpYyloLWen nasepHon [onniaepos-
CKOM BW3yanusauuu, y MauMeHTOB C MepBUYHbIM
M BTOPUYHbIM ¢deHomeHOM PeliHO, cBA3aHHbIM
C OrpaHWYeHHOl ckaepoaepmueit. Mocne 1-MUHyT-
HOro nNpuUmeHeHus 2% rena TPUHUTPATA MMULEPUHA
OTMEYaNNCb CTAaTUCTUUYECKN 3HAYMMble YAyYlleHUs
KPOBOTOKa MO CpaBHEHMIO C NanbLamu, roe npwu-
meHsanca renb nnauebo (p=0,004). bbino oTmeyeHo
OTCYTCTBUE CUCTEMHbIX MO6OYHbIX 3ddeKToB npu
JIOKanbHOM NPUMEHEHUW NpenapaTta B 3Tol Hebonb-
LLIOW KOropTe NauMeHTOB, YTO MOMKEeT cAenatb ero
[EeNCcTBEHHbIM BapuMaHTOM gns 60/bHbIX C Henepe-
HOCMMOCTbIO OpasibHbIX Ba30ANIATAaTOPOB.

[Ba apyrux paHAOMM3IMPOBAHHbLIX KOHTPONPO-
BaHHbIX MCCNeA0BaHUA M3y4Ya/M OTHOCUTE/IbHO HO-
BbliA MECTHbI NpenapaT HUTporanuepmHa MQX-503
ons nedeHus deHomeHa PeitHo. MNepBoe uccnego-
BaHMEe MPOAEMOHCTPUPOBAJIO y/ydylleHUE TeyeHue
dbeHomeHa PeliHO oTHOCUTeNbHO rpynnbl naauebo,
HO HE CMOI/I0 MOKa3aTb CTAaTUCTUYECKME Pa3nnyYmA
B YacToTe WAW MPOAO/IKUTENbHOCTM aTak deHome-
Ha PeiHo [12]. BTopoe uccnenoBaHWe MOKasano
yAyylleHWe KPOBOTOKa, MW3MepsaemMoe Jla3epHbIM
[OMNNepoM, OAHAKO He OblZI0 HUKAKUX U3MEHEHUN
B NoKasatenax 60an Nan N3meHeHui TemnepaTtypbl
KoXu [23].

3HpoTenuH-1 (3T-1) aBnseTcA He TONbKO MoOLL-
HbIM Ba30KOHCTPMKTOPOM, HO TaK}Ke OKa3blBaeT Bbl-
parkeHHoe nponndepaTMBHoe AENCTBME Ha rNagKo-
MblLWEeYHble KNeTkn n ¢nbpobnacTbl, AeCTBYA Yepes
ABa peuentopa (3TA n 3TB) [37]. B uenom 3TA 1 3TB,
ObHapy»KeHHble B KAETKax MafAKuMX MblLL, Crocob-
CTBYHOT Ba3OKOHCTPUKLUM U TMNepnaasmm, Toraa Kak
3TB, KOTOPbIV TaK¥Ke HAaXOAUTCA Ha SHAOTENNANBbHbIX
KNeTKax, CnocobCcTByeT BazoamnATaLum.

BoseHTaH fABnAeTCA [ABOWHbIM aHTarOHUCTOM
peuentopa 3T-1, AMueH3npoBaHHbIM B EBpone gna
NIeYeHua NeroyHon apTepuanbHOM runepTeH3nu
N NPOOUNAKTUKU PELUANBUPYIOWNX AUTUTANbHbIX
A3B. [1Ba KPYMNHbIX MHOFOLLEHTPOBbIX ABOWHbIX Cle-
NbIX PAHAOMU3UPOBAHHbLIX KOHTPOAMPYEMbIX WC-
cnepoBaHUA MPOAEMOHCTPUPOBAAU, YTO NeyvyeHue
603eHTAaHOM 3HA4YMTENIbHO COKPATU/IO KONNYECTBO
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HOBbIX U3bA3BAEHMN [25, 26]. B paHgOoMU3NPOBaH-
HOM ABOMHOM c/Nenom nnauebo-KoHTPOUPYyEMOM
nccnenoBaHUKM BANSAHUA 603eHTaHa Ha 3aXKMBeHue
N NPoOUNAKTUKY ULLIEMUYECKUX AUTUTANbHBIX A3B
y 188 nauuneHtos ¢ CCA 24-HepenbHoe nNpuvmeHe-
Hue bo3eHTaHa (62,5 mr 2 pasa B AeHb 4 Heaenn u
125 mr 2 pasa B geHb) accoummpoBanoch ¢ 30%-Hbim
CHMXXEHMEM  KOAMYECTBa HOBbIX AUIUTaNbHbIX
A3B [26]. BoseHTaH 6bln ogobpeH B EBpone pns
NPOPUNAKTUKN OUTUTANbHbBIX A3B NPU CKAepoaep-
mnun, Ho FDA nocne Tuw,atesbHOro aHanmsa He o40-
6pwn ero. boseHTaH MOXKeT BbITb Ba*KHbIM METOA0M
JleYeHus, y4nTbIBas ero nepopanabHoe NpUMeHeHue
M NOTEHUMANbHO YHMKa/bHYO CNOCOBHOCTL npe-
OOTBpallaTb 0b6pa3oBaHWE HOBbIX AUTUTANbHbIX
N3bA3BIAEHUN.

Y naumneHToB ¢ HekypabenbHbIMK, YNOPHLIMU AU-
rMTaNbHbIMK fA3BaMK, pedpaKTEPHbIMU K Tepanuu
NUHrMbuTopamm ®3-5 N BHYTPUBEHHLIM UHPY3NAM
NPOCTaHOWAOB, AHTArOHWUCTblI PeLenTopoB 3HAOTe-
JINHa-1 moryT 6bITb 0COB60 NOJIE3HBIMMU.

Ha cerogHAWHWIN OeHb ONA NeYeHus apTepwu-
aZIbHOM NerovyHoi rnepteHsuMn B EBpone yTBEpK-
OEeHbl ABa HOBbIX aHTAarOHUCTa peLenTopoB 3HAOoTe-
NvHa-1: maumteHTaH (Macitentan) u ambpuseHTaH
(Ambrisentan), KoTopble NpPOXo4AT MCCAEAOBAHUS
B 1€YEHNN AUTUTaNbHbIX A3B8 Npu CCL.

KanbuMHO3 TKaHEN, OKPYKaloWMxX A3BY, MOXKET
notpeboBaTb XMpypruyeckon ob6bpaboTkM, ecnu
Apyrme Mepbl NO €€ 3aXKMBJEHUKD HE YBEHYa/IUCb
ycnexom. AurntanbHas (nagoHHan) cMmnaTakTomumn
MOXET MPUHECTU 3HAYMMYIO MNOAb3Y MaUMeEHTaM,
He OTBETMBLUMM Ha KOHCEepPBATMBHblE MeToAbl Tepa-
nuu [22]. be3ycnoBHbIM OrpaHUYEHNEM SIBAAETCS TO,
YTO AaHHaA METOAMKA BbINOMHAETCA B OTAENbHbIX
Ccrneumnann3npoBaHHbIX XMPYPrMYeCcKnX LEeHTPaXx.

Ha puc. 2, 3 npeactasneHbl aganTMpoBaHHble pe-
KoMeHaaunn bputaHcKol nccnenoBaTenbCKom rpyn-
Mbl MO CKAEPOAEPMUM MO BEAEHMIO NALLMEHTOB C de-
HOMEHOM PelfHO M AUTNTaNbHbIMU U3bA3BAEHUAMM.
OHU NpeAcTaBAAIOT CTYNEHYaTbIM BapUaHT YCUNEHUA
Tepanuu B 3aBUCUMOCTU OT 3OPEKTUBHOCTU UNIN He-
3¢ PEKTMBHOCTM paHee NPOBOAMMON Tepannn, OCHO-
BaHHbIEe HA NepeoBOM KAMHUYECKOM NPaKTUKe.

CCA-accounmpoBaHHaa BacKynonatna AsnaaeTcA
Cepbes3HOM 1 aKkTya/ibHOM Npobaemoi, KoTopas 3Ha-
yntenbHo ycyrybnnet tedeHne CCA. MoaTomy nomck
N pa3paboTKa XOPOLIO MEPEHOCUMMbIX, HEeAoPOruX,
OOCTYMHbIX TepaneBTUYECKMX BapWaHTOB JleyeHun
deHomeHa PelHO U ero OCNOXKHEHUN B BULE OUTU-
TaNbHbIX A3B OCTAETCA NPUOPUTETHBLIM HAMNPABAEHU-
eMm. Mcnonb3oBaHWe NpPenNoXeHHOro MHOrorpaH-
HOro TepaneBTUYECKOro noaxoaa AN ONTUMU3ALLUK
BeAEHUA naumeHToB ¢ ¢eHomeHom PeliHO U guru-
TaNbHbIMU U3BA3BAEHUAMM MO3BOINT a[EKBATHO
KYpPMpPOBaTb TaKMX NaLMEHTOB U NPeaoTBPaTUTL 06-
pa3oBaHMe HOBbLIX MNOBPEXAEHUN ANa obecnevyeHus
naumMeHTam SOCTOMHOTO KAauecTBa KU3HM.
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YcTaHoBnNeHWe AnarHo3a u onpeaeneqine NbsbIxX NPUYKMH, NEXaLWnX B OCHOBE GONesHW 1
NoAAALLUMXCA NEYEHWIO

v

[ HeT ocHoBHOW Npu4KHel, Tpebylowen ] [ NeynTe OCHOBHYIO NPUYKHY, HANPUMep ]

KOppeKkunn u nevyeHus KpWornoBynuHeEMMIO

Moaudmkauymna cnocoba KuaHu
OBy4yeHwe nayveHTa
W3Berate xonoga, Tennas ogexaa
OTKas OT kypeHus
Mpu HeoBxoQMMOCTKM CONYTCTBYIOWARA
Tepanus

HeadghghekmusHo

- BKK, uHrmutopel ®13, BPA, a-6nokartopsl, MO3C, WWunn CTatTuHb
WHrMBKUTOpE! AMND, TONMYECKWE HUTPaTEI

lNekapcTeeHHan Tepanusa: npenapaTkbl Nepeoi NUHUK + AHTUTpOoMBouMTapHan Tepanns [

SpchexTuBHO ]

HesghghexkmueHan nepopansHas mepanus
/ pechpakmepHoe mevyexue 6onesHuy

+

NekapcTeeHHan Tepanus: B/B NpocTaHouab! —,[ SddekTueHo J

HeaghghexmusHo

k.

MporpeccupoBanue A0 AUIMTaNLHLIX
A3B/KPUTUYECKON MLLEMWUI

Puc. 2. BedeHue nayueHmoe ¢ cuHOpomom PeliHo 8 peasnbHoOli KAUHUYeCcKoll NPAaKmMuKe 8 coomeemcmeuu ¢ peKomeH-
dayusamu bpumanckoli uccnedosamensckoli epynnbl no cknepodepmuu (adanmupoeaHo Hamu no Herrick A.L. (2016) [18]
u Hughes M., Ong V.H., Anderson M.E et al. (2015) [22])

CokpaweHus: BKK — 6710Kkamopbl Kanbyuesbix KaHAn08, uHaubumopsl ®43 — uHa2ubumopsl ¢ocoduscmepassl,
uHaubumopol Al1® — uHaubumopsl aHzuoMeH3uHnpespawarowe2o pepmeHma, BPA — 610Kkamopel peuenmopos aH2UuomeH-
3UHa, MO3C — uH2ubuUMopbl 06PAMHO20 3aX8aMA CEPOMOHUHA.

[ PaHHee YCTaHOBNeHWe guarHosa

!

TeueHre NBON CONYTCTBYIOWEN NPULMHEI, HANPUMEP WHAEKUMA, BACKYNUT KPYNHBIX
COCYA0B, KOArynonaTus 1 ap.

!

ONTUMAanNEHLIR YX04 38 paHamW M agekeaTHan aHanresun

L

OnTUMUIaLMA TepanuK NEpopansHbIMKU PaccmoTpeTs xupypruveckuit gedpuameHt AHTUTpOMBOUMTAPHAS Tepanua uunu
BA304AMNATATOPaMK (BKNKOYAS MHMMBUTOPLI + Y NaUMEHTOB C HEKpO3amu + CTaTUHbI
®[13) wnm B/B NpocTaHoOUAE! TKaHEN/NoANEKALMMU KanbLUMHO3aMU
HeadhchexmueHan / pexkypeHmuan ynsuepayus
r

MoBTopMTE B/E NPOCTAHOMABI MNW AHTArOHWCTE PELENTOPOB 3HAoTenwHa-1 (AP3-1) ]
HeadhchekmusHo

PaccmoTpeTs AUrMTanbHy0 CUMNaTIKTOMUIO ]

Puc. 3. BedeHue nayueHmos ¢ duaumasbHbLIMU A36AMU 8 COOMeemcmeauu ¢ pekomeHoayuamu bpumaHckoii uccnedoea-
menocKoli 2pynnsl no cknepodepmuu (adanmupoeaHo Hamu no Herrick A.L. (2016) [18] u Hughes M., Ong V.H., Anderson M.E
etal. (2015) [22])
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