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Mpeambyna

PykoBoncTBa M 3KCIEpPTHBIE COTJAIIEHMSI CO3MAIOTCS
VT TOTO, YTOOBI TTOMOYbL BpayaM B3BECUTH ITOJIb3y U
PUCK OUATHOCTUYECKMX WJIM JICYEOHBIX ITPOLEAyp Ha
OCHOBaHMH COOTBETCTBYIOIIMX JOKA3aTEIbCTB. DTH JT0-
KYMEHTBl JOJDKHBI MCIIONb30BaThCS B ITOBCEIHEBHOM
KJIMHWYECKOM TTPAaKTHKE.

B nocneanue roasl EBponeiickum o011ecTBOM Kap-
nuosioroB (ESC) u apyrumu opraHu3aiusMu 1 o0I11ecT-
BaMU pa3paboTaHO OIPOMHOE YMCJIO PYKOBOACTB U 3KC-
MEePTHBIX cornmameHuii. [Ipyu 3ToM M300MIMK BO TIaBY
yIJIa CJIeIyeT CTaBUTh aBTOPUTETHOCTh U OObEKTUBHOCTD
PYKOBOJCTB. DTU Ka4yeCTBa MOTYT OBITh TapaHTUPOBAHHI,
TOJIbKO €CJIM JOKYMEHTBI ObLIN pa3padoTaHbl HA OCHOBE
eIMHOIIACHO MPUHATHIX PEIIeHWil. DTO ogHA U3 TIPU-
yyH, ouemy ESC u Ipyrue opraHM3aliy ITyOJIMKYIOT
peKOMEeHIAIMHY 110 (OPMYIMPOBAHUIO 1 U3TAHUIO PYKO-
BOJICTB U 9KCIEPTHBIX COTIAIICHUIA.

HecMotpst Ha TOT (pakT, 4TO CTAHIAPTHI CO3MAHMSI
Ka4eCTBEHHBIX PYKOBOACTB M KCIIEPTHBIX COTIAIICHMI
YETKO YCTAaHOBJICHBI, HEIaBHO BBLIITOJTHEHHBIE O030pHI
PYKOBOJCTB U 3KCIIEPTHBIX COTJIAIICHU N, OITyOJIMKOBaH-
HbIX Mexay 1985 u 1998 rr., mokaszanau, 4To B OTpOMHOM
KOJIMYECTBE CIIyJ9aeB METOMOJIOTUICCKIE CTAaHIApTHl He
cobmoparorcsi. Takum oOpa3oM, IpeICTaBIsIeTCs] OUeHb
BaXKHBIM, YTOOBI PYKOBOJACTBA U PeKOMEHAALIMM UMETU
OOCTYITHYIO IIJIsST TIOHMMaHUS (hopMy, a IIPOrpaMMBl MX
BHEAPEHUS B TIPAKTUKY OBIIN OCYIIIECTBUMEIL. B HacTOsI-
1ee BpeMsl MPeaNPUHUMAIOTCS TTOIBITKKM OIPEAC/INTD,
YIY4LIAIOT JIM PyKOBOJACTBA KAYeCTBO KIMHUYECKOM IpaK-
TUKU U UCMOJIb30BaHKE PECYPCOB 3PaBOOXPAHEHUSI.

Komurer ESC mo mpaKTUYECKUM PYyKOBOACTBAM
OCYIIECTBIISICT HAI30P 1 KOOPAUHUPYET ITOATOTOBKY HO-
BBIX PYKOBOJICTB M 9KCIIEPTHBIX COIIAIICHUI, CO3aBae-
MbIX PaboumMmuy rpymmamMu, TpyIrmaMyA 3KCIIEPTOB WU
COITacUTeNIbHBIMU TpyImaMu. [lepen n30paHHBIMM 3KC-
MepTaMy B 3TUX aBTOPCKUX KOJUIEKTHBAX CTaBUTCS 3a/1a-
Yya cO3MaHMsl 3asBJICHMI, BCKPBIBAIOIIMX BCE B3aMMOC-
BSI3W, KOTOPBIE MOTYT OBITh BOCIIPUHSITEI KaK pealbHbII
WJIN TIOTeHINAIBHBIN KOHMPIMKT WHTepecoB. Takast oT-
KpbITag ¢popMa nogaepxxubaetcs EBponeiickum Jlomom
Cepaiia, mrad-kBaptupoii ESC. KomuTteT TakKe OTBET-

CTBEHEH 324 YTBEPXKIECHUE 3TUX PYKOBOJCTB U DKCIEPT-
HBIX COIJIALIEHUN 1 3asBJACHUM.

Pabouas rpynma onpeaenwia u kiaaccubuupoBaia
PEKOMEH0OBAHHbIE TUATHOCTUYECKUE U JIeueOHbIE Me-
pornpusTus 1o ux 3¢p¢GEeKTUBHOCTU U LIeIeCO00pa3HOC-
TU U YPOBHIO JOKAa3aTEJIbHOCTH.

Kaaccot pexomendayuii

Knacc | [loka3aTenbCTBO M / unu obLuee cornawienne, KOTopoe genaet
[ANarHOCTMYECKYIO NPOLIEAYPY / NeYEHUE BbIrOAHBIM,
NoNe3HbIM 1 3P PEKTUBHBIM

Knacc Il CnopHoe [0Ka3aTeNbCTBO U / UM PACXOXAEHNE MHEHUI
0 LenecoobpasHocTu / 3 EKTUBHOCTH NieueHns

Knacclla  [loka3aTenbCTBO / MHEHME CKIIOHSIETCS B NONb3Y
uenecoobpasHocTH / apHeKTUBHOCTH

Knacclle  LienecooGpa3HocTb / 9 (EKTMBHOCTb MeHbLUE NOATBEPXAEHA
[l0Ka3aTenbCTBaMK / MHEHNSMU

Knacc llI*  [lokasaTenbcTeo unu obLuee cornalieHne, 4To neyeHue

Hewenecoo6pasHo / HeadpeKTUBHO 1 B HEKOTOPbIX ClyyasX
MOXET NPUBECTM K HEXEeNaTesbHbIM pesynibTaTam

Mpumeyatue: * - ncnonb3osatue pekomeHfaupii knacca lll He opo6psieTcs ESC.

Ypoenu ooxaszameavnocmu

YpoBeHb foka3aTenbHoCT A [laHHble NoJly4eHbl B MHOrOYMCEHHbIX
PaHAOMU3MPOBAHHBIX KITMHUYECKNX UCCIle-
nosanusix (PKW) nnu metaananusax

YpoBeHb foka3aTenbHocTM B [laHHble nony4eHbl B eAnHNYHbIX PKU

WK KPYNHbIX HEPAHAOMU3UPOBAHHbIX
uccnepoBaHusx

YpoBeHb foka3atensHocTu C  Pe3ynbTar cornaiienmns 3KCnepToB U / unm

MENKMX UCCE0BaHNIA, PETPOCTEKTUBHBIX
UCCNe0BaHWIA, faHHbIE PErUCTPOB

BeepeHnue

Jlerounast aprepmanpHast runepreHsust (JIAI) ompene-
JISIeTCSl KaK Ipymnra 3a0ojeBaHUil, XapaKTePU3YIOLIUXCS
MPOTPECCUBHBIM MOBBIIIEHUEM JIETOYHOTO COCYIUCTOTO
comnporusnieHust (JICC), uyTo BemeT K MpaBOXETyI0UYKO-
BOM HEIOCTATOYHOCTHU U IIpeXIeBpeMeHHOM cMepTH [1].
CpenHsist NpOIOIKUTEIbHOCTh KU3HU B cepearHe 80-X IT.
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MPOIIIJIOTO BeKa OT MOMEHTA YCTAaHOBJICHUS AUArHO3a y
6ospHBIX ¢ uanonaruueckoi JIAI (MJIAT), panee usBe-
CTHOM Kak rnepBuYHas JieroyHast runepreHsus (I1JII),
IO TOSIBJIEHMST crieln(uyecKoll HarpaBJIeHHOW Tepa-
mvu Obuta 2,8 set [2]. JIAT Bkmowaer UJIAT [3] u se-
rounyto tunepreHsuio (JII') mpm pa3nmaHbIX ApYyrux
COCTOSTHUSIX, TaKUX KaK 3a00JIeBaHUSI COENUHUTEIbHOMN
TkaHu (3CT), BpOXAEHHbBIE LIYHTHI MEXIYy CUCTEMHbI-
MU U JISTOYHBIMU COCYIaMHU, TTOPTaJbHAsI TUTIEPTCH3US
n BUY-undexuus [4]. [Tpu Bcex 3TUX COCTOSHUSIX pa3-
BUBAIOTCSl OJMHAKOBbIE OOCTPYKTHMBHBIE M3MEHEHUS B
CHCTEME JIEFOYHOM MUKPOLUPKYISALNMA |5, 6], 4TO Ipen-
roJjlaraeT paBHO3HAYHbBIC MAaTOOMOJOTMYECKHE TIPOIIeC-
CBI TP BCeX 3a00JieBaHUX, colpoBoxXaaeMbix JIAT [7].

B nocnenHee gecaTuaeTe JOCTUTHYTHI OOJIbIINE yC-
Mexy B M3yYeHWU TaToreHe3a, B AMArHOCTUKE U Jieue-
Huwu JIAT.

BonpimM mocTikeHrneM B BBISICHEHUM ITOCJIEIOBA-
TEJbHOCTU MaToreHeTu4YecKux coowrTuii mpu JIAI ctano
OOHapyXeHue MyTalllil pelenTOPHOro KOCTHOIO MOp-
¢orenernyeckoro nmporenHa 2 (BMPR2) B GombimH-
ctBe ciydyaeB ceMeiiHoil JIAIT (CJIAD) [8, 9]. Onucanbl
pa3sHOOOpa3HbIe KJIETOYHbIE UBMEHEHUS B JIETOYHBIX CO-
cyaax O0JbHBIX, KOTOPbIE MOTYT UTPaTh BaXHYIO POJIb B
passutuu u nporpeccupoBanuu JIAT [7]. K HUM oTHO-
CSITCSI JISTOYHAsI SHAoTeInanbHas quchyHkys [10], xa-
paKTepU3YIOLIAsICS HapyIllIeHEeM CUHTEe3a OKCHa a30Ta,
TpoMOOKcaHa A2, MPpOCTAUMKIMHA U DHAOTEIMHA, MaTO-
JIOTHE#l KaJMeBBIX KaHAJIOB M HapyIIeHUEeM TPaHCIIOpTa
CEepOTOHMHA B INIAAKOMBIIIICYHBIX KJIETKAX, a TAKXKe YCH-
JIeHVeM TIpOAYKILIMY MaTpUKca B aABEHTULIMH [7].

B Hacrosiiiee BpeMst pa3paboTaHbl HOBast KIIMHUYEC-
Kas KiaccuuKays U KOHCEHCYC, OCHOBaHHBIC Ha al-
TOPUTMAaX Pa3IMYHBIX TMATHOCTMYECKUX MEPOITPUSITUIA,
KOTOpbIE ITO3BOJISIIOT MCKIIOUUTH APYTUe MPUUMHBI U
obecrieurBaroT TouHbll AuarHos JIAT [11]. Kpowme Toro,
MpeUIOKeHBI HEMHBA3MBHBIC MapKephl TSLKECTH 3a00-
JIeBaHMsI, OMOMapKepbl WU (PU3MOJIOTUYECKUE TECTHI,
KOTOPbIE MOTYT IIUPOKO MPUMEHSITHCS U MO3BOJISIIOT Ha-
IEeXKHO MOHUTOPHUPOBATH KIMHUYECKOE TeueHue 0oe3-
Hu [11, 12].

Hakone1, MHOTroUMCIIeHHBIE KOHTPOJUPYEMBIE KIIH -
Huueckue ucciaeaonanus no JIAIL, mpoBeneHHbIE B TTOC-
JieHee BpeMsl, MO3BOJIUIN OTKa3aThCsl OT Tepamnuu, 6a-
3upymolleiics Ha KIMHWUYECKOW KapTWHE, W TIPUHSITH
CTpaTernio, OCHOBaHHYIO Ha J0Ka3aTeJIbCTBaxX, KOTOpast
BKJIIOUAeT HOBBIE€ KJIACChI JIEKAPCTBEHHBIX MpenapaTos,
Takue KakK MpocTaHou k! [13], aHTaroHUCTHl SHAOTEIU-
HOBBIX perreniTopoB (ADP) [14] u mHru6utopsr pocdo-
nuacrepassl 5-ro Tumna (OA3-5) [15].

Hacrosiiiee pyKoBOACTBO CONEPKUT YeTKUE TToKa3a-
HUSI K ITPAaKTUYECKOMY TTPUMEHEHUIO0 HOBOM KJIMHUYEC-
KoI knaccuduKaluu, KpaTKUiA BApUaHT HOBOM MaTore-
HeTUYeCKON Kiaccu(pUKalUMK W HOBBIM B3TJISAL Ha
naToreHes atoro 3aboyieBaHus. [Ipu odcyxneHun quar-
HOCTUYECKOTO Ipoliecca MOCTPOeHa Jornuyeckasi mocjie-
IOBATCIILHOCTb MEPOTIPUSITUI JJISI BEISIBICHUS] 3TUOJIO-
TMYECKOUW IPUYMHBI, OLIEHKMU TSKECTU U JAIBbHEHUIIEro
HabmoaeHus 3a 6oJbHBIM. Oco00e BHUMaHUe obpala-
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€TCSl Ha aJITOPUTM JIeUeHUsI, OCHOBAaHHBIM Ha MOKa3a-
TEJIbCTBAX, B COOTBETCTBUM ¢ TpeaiaoxeHnusasmu ESC no
YPOBHSIM JTOKa3aTEeJIbHOCTU U KJlaccaM PeKOMeHIaluii
[16] mIst AOCTYIMHBIX METOAOB JICYEHUSI.

Knunuyeckas knaccudukaums JIr

JIT ompenensieTcst Kak cpeaHee apTepruaabHOe JaBJICHUE
BJIerouHoIi aptepuu (cpeaHee AJIA) > 25 MM pT. CT. B Ho-
Koe unu > 30 MM PT. cT. pu pu3ndYecKoii Harpyske [17].
CymectByomas kinaccudukauus JII' npeacraBieHa B
Tabu. 1. OHa mpencrapisieT co0O pe3yabTaT MKUPOKOH
JUCKYCCHM U KOHCEHCYC, CYMMUPYIOLIMI Hallle COBpe-
MEHHOE IMTOHMMaHK1e MaTo(pU3NO0JIOr1H, a TAKXKe KIMHU-
YeCcKMe pa3Indus U CXOACTBa pa3Hbix BapuaHToB JIT. ITo-
HUMaHUIO U MPAaBUILHOMY KIIMHUIECKOMY ITPUMEHEHHIO
KJ1acCU(UKAIIUY TIOMOTYT CICIYIOIINE PACCYKICHUS.

Panee JIT paszaensinacey Ha 2 kareropuu: [1JIT" u BTO-
puyHas JIT' B 3aBUCMMOCTU OT HAJTUIMST MU OTCYTCTBUS
BBISIBIEHHOW MpUYMHBI Wik (akTopoB pucka [3, 17].
Huarno3 ITJIT" 6611 AMarHo30M UCKIIOUEHUS TIOCIe Uc-
KJIIOYEHMS BeexX Apyrux npuuuH JII.

B 1998 . Bo Bpemst 11 BcemupHoro cosemanust o JIT,
npoxonusilero B . OBuane (Opaniiys), ObuIa Tipeaoxe-
Ha xiaccudpukauus JII, ocHOBaHHasg Ha KIMHUYECKMX
nposieiaeHusix [18]. Lenb "DBuaHckoi Kiaccupukauum”
3aK/ovajachk B BblAEJeHUM BapuaHToB JII, mMMerommx
CXOIHBIC MTaTO(MU3NOIOTTICCKIE MEXaHU3MBI, KITMHIIEC-
KUe TIPOSIBIIEHUS 1 JIeYeOHbIE MOAX0abl. Takast KIMHUYec-
Kasg kjaccudukamys HeoOXomuma IJjis OOCYXIEeHUS
KOHKPETHBIX OOJIbHBIX, CTAHAAPTU3AIIMU TUarHo3a M Jie-
YEHUSI, TIPOBEICHNN MICCIICIOBAHMIT Ha TOMOTEHHBIX TPYIT-
nax OOJIbHBIX U, HAKOHELI, JIJI aHaJIi3a IMaToOMoJIornyec-
KHUX U3MEHEHUI B XOPOIIO MOAO0OPaHHBIX IOITYJISLIMSIX
00bHBIX. OUEBUIHO, YTO KJIMHUYECKas KJIaCCU(UKAIIST
HE MCKITI0YAeT CYIIECCTBOBAHUS APYIMX KIIaCCU(pUKAIINIA,
TaKMX KaK ITaToJIOTMYecKasl KiaacCHMdUKaIims, OCHOBaH-
Hasl Ha TUCTOJIOTMYECKMX ITPU3HAKaX, WIK (DYHKIIMOHATb-
Hasl KinaccuduKalys, OCHOBaHHAsI Ha TSDKECTH CUMIITO-
moB. II1 Bcemuphbliil cumnosuym 1o JIAT, mpoBeaeHHbI
B 2003 . B . Benetnm (Mtanumst), olieHWI 3HaYeHUE U 11e-
JIECOOOPA3HOCTh MCIOJb30BaHMUST "DBUAHCKON Kiaccu-
bukarn” 1 MpeUIoXKUI HEKOTOPbIe U3MEHEHUSI.

Br110 petreHo coxpaHUTh OCHOBHYIO MIIEIO M CTPYKTY-
py "DBuaHcKoOl Ki1accudukamm', HO B TO Xe BpeMs ObLI
MNPeIIOXKEeH PsII M3MEHEHUI, OCHOBHBIMU U3 KOTOPBIX
SIBUWJIMCH OTKA3 OT TepPMUHA "TIepBUYHASI JIeTOYHAsT TUTIep-
TeH3Usd" W 3aMeHa eTo TePMUHOM "MIUOIIaTHYeCKast Jie-
TrouHasl apTepuaabHasl TUIIEPTeH3Us"', TIEPECMOTp MecTa
JIETOUHO# BEHO-OKKII03MBHOI Oone3nu (JIBOB) u ne-
royHoro kanusuisipHoro remanruomarosa (JIKIT') B kiac-
cuUKaLNH, TIepecMOTp (GaKTOPOB PUCKA M COCTOSTHUIA,
cBsi3aHHBIX ¢ JIAIL, a Takke ycOBepIIIeHCTBOBaHUE KJlac-
cuUKalMU BPOXIECHHBIX CUCTEMHO-JIETOUYHBIX IITYHTOB
(cM. Ta6a. 1). Lenbio aTUX M3MeHeHUH ObLIO caenaTh Be-
HEIMAHCKYI0 KIIMHUYECKYIO KJIAaCCU(DUKAIINIO BCEOOHEM-
JIrolLeit, 6oJiee IMPOCTOi B UCIIOJIb30BAHUU 1 PACIIPOCTPA-
HUTb €€ KaK MPaKTUYECKUIl UHCTPYMEHT.
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

Tabauua 1

Kaunuveckasa kaaccugpurxauus aecounoii cunepmensuu, 2. Beneuus, 2003 2.

1. JleroyHas aptepuansHas runepteHaus (JIAT)
1.1. Wawonartnyeckas (VUJ1AT)
1.2. CemeitHas (CJIAT)
1.3. AccoummnpoBanHas (AJIAT) — cBsi3aHHas c:
1.3.1. 3aboneBaHMsIMM COEAMHUTENbHOMN TKaHU;

1.3.2. BPOXAEHHbIMM LYHTAMWU MEXAY CUCTEMHBIMU U JIEFrO4HBIMU COCYAAMM;

1.3.3. nopTanbHoi rMNepTeH3une;
1.3.4. BUY-undexumeit;
1.3.5. nekapcTtBamu U TOKCUHaMK;

1.3.6. ApYrMMU COCTOSHUSMMU (NATONOTMS LMTOBUAHOM Xeneabl, 3a001eBaHus, CBI3aHHbIE C HapyLIeHneM 0GMeHa rnkorena, 6onests lowwe,
HacneACcTBeHHas reMopparuyeckas TeneaHrnoaKTa3us, reMornoomHonarui, muenonponudepaTmeHbie 3a00eBaHNUS, CNIEHIKTOMUS)

1.4. CBf3aHHasi CO 3HAYMTENbHLIMM M3MEHEHUSIMU BEH MU KanuNspoB:
1.4.1. neroyHas BeHO-OKK/031BHas GonesHb (JIBOB);
1.4.2 nerou4Hblii KanunnspHbiii remanruomaro3 (JIKI)
1.5. MepcucTupyiowwas neroyHas runepteH3ns HosopoXAeHHbIX (MJIMH)
2. JleroyHasi runepTeH3usi, CBi3aHHas ¢ NaToNormei 1eBoro Xenyaoyka
2.1. 3abonesaHus NeBOro NPeacepaus UM NeBoro Xenynoyka
2.2. Marvonorus knanaHHOro annapara neBbIX OTAENOB CEpALA

3. JleroyHas runepTeH3us, CBS3aHHas C IErOYHOI PeCnMpaToPHOIi NaToNormeit 1 / am runokcuei

3.1. XpoHuueckas 06CTPYKTMBHAA GONE3Hb JIErKUX
3.2. WHTepcTULManbHbie 3a00NeBaHNS ETKUX

3.3. HapyLieHus apixaHus Bo Bpems CHa

3.4. AnbBeonspHas FMNOBEHTUNALMS

3.5. XpoHuyeckoe npebbiBaHNe Ha OONbLLNX BbICOTaX
3.6. Matonorus paseutus

4. JleroyHas runepTeH3us, 06ycnOBNEHHas XPOHUYECKUM TPOMOOTUYECKUM U / Unu dMOoNnYeckum 3abonesaHuem

4.1. TpomGoamGonuyeckas 06CTPYKLMS NPOKCMMAIbHbIX IETO4HbIX apTepuit

4.2, Tpom6oambonuyeckas 06CTPYKLMS ANCTANbHBIX IErOUHbIX apTepUit

4.3. HetpomGoTuyeckas neroyHas am6onus (onyxonesas, napasutapHas, NHOPOSHLIM TEJIOM)

5. CMeLUaHHbIe NPUYUHBI

Capkounpo3, ructuouuTtos X, niMmMeaHrnomaros, CasneH1e neroyHbIx cocyaos (numdoageHonatus, onyxosb, GBruGPo3NpYIOLLMIA MEAUACTEHNT)

WavnonaTtnyeckas nero4yHas apTepuanbHasg runepTeH3ng

Tepmun TIT 611 IpUHAT "DBUAHCKON KIMHUYECKOU
KiaccuduKalmein" n3-3a MmoBCEMECTHOTO ero IIpuMeHe-
HUS U TIPUBBIYHOCTH, a TaKXKe U3-3a TOTO, YTO B ITOCTIEI-
Hue 50 JieT OH IIMPOKO MCIIOJb30BAICS B HAyUYHBIX U
KIIMHUYIECKUX UccieqoBaHusaXx. OmHAKO CJTOBO "TIepBUY-
Has" TmoApasyMeBaeT UCIoIb30BaHe TepMUHA "BTOPUY-
Has", OT KOTOPOIro 3BMaHCKasl BEpCUsl OTKa3ajach U3-3a
TOTO, YTO OH OOBEIUHSUT OYeHb PA3HOOOPA3HYIO TPYIIITY
natojoruii. Bo u3bexaHue M0ObIX HemOpasyMEeHUl B
r. BeHeuuu ObL10 pelieHo, 4To 1-s1 KaTeropusi, Ha3blBa-
emas "TIepBUYHOI JerouHoii runepteHsuein — I[1JII™,
IOJIXKHA BKJIIOYATh cieaytoinue 3 rpynmnsl: [1.1] uauona-
THYECKasl JIETOYHAas apTepuaibHas TUICPTCH3US —
WJIAT, [1.2] ceMeiiHas neroyHasi aprepuajabHas TUIIEP-
teH3uss — CJIAI, [1.3] neroyHast aptepuajibHasi TUIIEp-
TEH3MsI, CBI3aHHAasI ¢ (paKTOpaMU pHICKa WM APYTUMU
COCTOSTHUSIMHM (aCCOLIMMPOBAaHHAS JIETOUHAST apTepUalb-
Hag turiepreHsus — AJIAT).

®akTopbl pucka u cs3anHbie ¢ JIAT cocTosHMS

®dakTopom pucka mist JIAT gBiusgercs moboit dakTop
WY COCTOSIHWE, TMOTEHUUAIbHO Mpeapacroaraiolime

WJIM CIIOCOOCTBYIOLIKME pa3BUTHIO 3a00s1eBaHust. PakTo-
DBI pUCKa BKJIIOYAIOT JIEKAPCTBA Y XMMUYECKHE BEILIEeCT-
Ba, 3a0osieBaHUs U (DeHOTUIIBI (BO3pacT, 1oJj). TepMuH
"cocrosHud, cBs3aHHBIe ¢ JIAI" ucrmonb3yeTcs, ecin
BBISIBJIIETCSI CTAaTUCTUYECKU JOCTOBEPHOE BO3pacTaHue
yacToThl JIAT npu BAUSTHUM JAaHHOTO Mpeapacoiaraio-
mero (akropa, HO mMpu OTCYTCTBUU "moctynata Koxa"
JUIST caydaiiHbIX B3auMmocBsizeil. Ilockonbky abcomror-
HBI PUCK UM3BECTHBIX (pakTOopoB pucka ans JIAI B
11eJIOM HU3KMI, BEPOSITHO, BaXKHYIO POJIb UTPAIOT UHAM -
BUAYyallbHASI BOCIIPUUMYUBOCTL WJIN TeHEeTUYecKas
MpeapacIioloXeHHOCTh. Bo BpeMss DBMaHCKOTO COBe-
manus B 1998 1. pazauuHbie HaKTOPbl pUCKa U COCTOSI-
Husl, cBsa3aHHble ¢ JIAL, ObLIM KiaccuduUIMpoOBaHbI CO-
OTBETCTBEHHO cMJe MX B3auMocBs3u ¢ JIAI u ux
BEPOSITHOM TPUUMHHON poiu. OmpeneeHHBIMU OBLIU
Ha3BaHbl B3aUMOCBSI3M, BbISIBJICHHBIC B HECKOJIbKUX OJ1-
HOHAaMpaBJIeHHbIX HAOIIONEHUSX, BKIIOYasi KPYMHOE
KOHTPOJIMPYEMOE WU 3MUAEMUOJIOTHYECKOE MCCICIO-
BaHME C OAHO3HAYHBIM pe3yabraToM. OUeHb BEPOSITHBIE
B3aMMOCBSI3M O3Hayaau Pe3yJbTaThl HECKOIbKUX OIHO-
HampaBJeHHbIX UCCIEI0BaHUN (B TOM YUCJIE KPYITHBIX
cepuii HaOJMIONEHUI W UCCIIEeIOBAHUI), HO B KOTOPBIX
npuurHa 3aboJjieBaHUsI He OblLla ycTaHOBJIeHa. BeposT-
HBIMU CUMTAJIUCh B3aUMOCBSI3U, BBISIBJICHHBIE B CEPUSIX

14

MynbmoHonorus 6°2006



clTyJaeB, perucTpax MM Ha OCHOBAaHWMM MHEHMI 3KC-
nepToB. ManoBeposSITHBIMUA Ha3bIBAJIUCH IIpeaIiojiarac-
MbIe (haKTOpbI pUCcKa, CBsA3b KOTOPHIX ¢ JIAT He ObL1a yc-
TAHOBJIEHA B KOHTPOJIMPYEMbIX HCCIIETOBAHMSIX.

B Tabs1. 2 B COOTBETCTBUM C YPOBHEM J10KA3aTeJIbHOC-
TU CyMMMPOBaHBI (PAKTOPHI PUCKA U COCTOSTHUS, CBSI3aH-
Hele ¢ JIAT, u3BecTHbIe paHee, a TaKKe U HOBbIE, KOTOPhIE
YCTaHOBJICHBI HETABHO B HECKOJBKUX CEPUSIX HaOJIome-
HUI WX B OTOEIBHBIX OIMMCAHHBIX cIyJasx. HoBble BO3-

Tabauua 2
Dakxmopst pucka u cocmosnus, ceszannvie ¢ JIAIL,
6 3a6UCUMOCHU OM YPOGHS 00KA3AMEALHOCHU

1. JlekapcTBa U TOKCUHbI
1.1. OnpepeneHHble
AmunHopekc
Ddendniopamut
OekcpeHdpniopammH
TokcuyHoe pancoBoe Macno
1.2. OyeHb BEpOSATHbIE
AmdeTamuHbl
L-tpuntodpan
1.3. BeposiTHble
MeTa-ampeTamuHbl
Kokaun
XumuoTepaneBTUYECKME Npenapartbl
1.4. ManoBeposiTHble
AHTURENPECcCaHTbI
OpanbHbie KOHTPaLEenTUBbI
JcTporeHoBbLIE Npenaparbl
Kypenue Tabaka
2. lemorpacduyeckue u MesULMHCKME COCTOSHUS
2.1. OnpepeneHHble
Mon
2.2. Bo3moxHble
BepemeHHOCTb
CuctemHas runepTeH3us
2.3. ManoBeposiTHble
Oxupenue
3. 3abonesaHus
3.1. OnpepeneHHble
BUY-undekuus
3.2. OueHb BepoOsiTHbIE
MopTankHas runepreHaus / GonesHu neveHn
3abonesanns CoeAUHUTENbHOI TKaH!
BpoxpaeHHbIe LWyHTbI MEXAY CUCTEMHBIMM 1 NIETO4HBIMU COCYAAMM
3.3. BeposTHble
MNaTtonorms WMTOBNAHON Xenesbl
lemaronoruyeckue 3ab6onesaHus:

o AcnieHus noce XMpypruyeckoii CnieHaKToMmn

o CeprnoBUAHOKIETOYHAS aHeMUs

* (-Tanaccemms

o XpoHuyeckne meunonponudepatueHbie 3a00neBaHus

Pepkue reHetuyeckue n meTabonuyeckue HapyweHus

* HapyweHue o6meHa rnukoreHa Tuna 1a (6oneaHb GpoH Mpke)

* BonesHb lowe

* HacnepcteeHHas reMopparuyeckas TeneaHrmoaKTasms
(GonesHb Penpio-Bebepa-Ocnepa)

Mpumeyanue: BUY — Bupyc nmmyHofeduumTa Yenosexa.

Knunnyeckue pekomenpaumm

MOXHBIE (paKTOPBI PHCKa BKITIOUAIOT TeMATOJIOTHICCKIE
3a00J1eBaHMs, TaKMe KaK acIUICHUS ITOC/Ie XUPYyprudec-
Kol crieHakToMuu [20], cepmoBUAHOKIETOYHASI aHEMUS
[21], B-Tamaccemust [22] 1 XpOHUYIECKUE MUETOTIPOTHDe-
paTuBHbIEe 3a00eBaHUs [23] (MCTUHHASA TOJIULUTEMUS,
3CCeHLMaIbHAsI TPOMOOLIMTEMUST U MUETI0(GUOPO3 C MU-
eJIOMHOI MeTaria3ueil Ha (poHe XpOHNYECKOTo MUEJIO-
JIeliko3a WJIM MUEeJOAUCIUIAaCTUYECKOro CHUHIPOMA).
K BO3MOXXHBIM (haKTOpaM pUCKa TaKXKe OTHOCSITCS Pel-
KHe TeHeTUYeCKHe MM OOMEHHBIE HapyIICHUs, TaKue
KakK HapylleHMe oOMeHa rimkoreHa tura la (0oJjie3Hb
¢on Tupke) [24], 6oae3Hb Toiie [25] u HacaeaCcTBeHHAas
reMopparmdeckasi TeJIeaHTno3KTa3us (001e3Hb PeHmio—
Bebepa—Ociepa) [26].

JleroyHas BeH0-0KKNI03MBHAs 00/1€3Hb U JIEroYHbIii
KanunnsipHblii FeMaHrMomartos

ITo "OBuanckoii knaccudukanuu” JIBOB otHeceHa K Jie-
TOYHOM BEHO3HOI T'MIEPTEH3UM, KOTOPask BKJIIOYAET IIpe-
MMYIIECTBEHHO 3a00JieBaHUS JIEBBIX OTIEJIOB CEpIlia;
JIKT BKJIIOYEH B MOCIEAHIO pa3sHOponHyo rpymniy JIT,
BBI3BAHHOU 3a00JIEBAHMSIMU, TTOPAXKAIOIIMMU HETTOCPEI-
CTBEHHO JierouHble cocyabl. CxoacTBO maToMop¢OIoru-
YEeCKHMX YepT ¥ KIMHUYECKUX TTPOSIBJICHUI, HApsITy C BO3-
MOXHBIM Pa3BUTHEM OTeKa JIETKMX BO BpeMs TepaItiy
BITONIPOCTEHOIOM, JaeT OCHOBAaHMS IPEIIONOXUTh, YTO
5T COCTOSIHMSI MOTYT BCTpedaThcsl BMecTe. COOTBET-
CTBEHHO 3TOMY TMPEICTABJISETCS JJOTMUYHBIM OOBEIMHUTD
JIBOB u JIKT B onny kareroputo JIAIL DakTtudeckul K-
Huyeckue npossiaeHus JIBOb u JIKT B 1ieioMm rmoxoxu Ha
WNJIAT. ®akTopbl pucKa 1 COCTOSTHUS, CBsi3aHHbIe ¢ JIAT
u JIBOB / JIKT, Takxe cXoaHble U BKIIOYAIOT CKJIEpOAe-
Mo, BUY-nuHbeknio, Ncnoab30BaHUe aHOPEKCUTEHOB.
Takum oOpa3oM, B HOBOIM KJIMHUYECKOM KilaccuUKaIun
(cM. Tabmn. 1) rpynmna 1 knaccuduxamuu JIAI umeeT B coc-
taBe noArpymiy "JIAI, cBg3aHHas CO 3HAYNTETEHBIMU W3-
MEHEHUSIMM BEH WM KarmuuisipoB” (Kinace 1.4).

Knaccmbm(auuﬂ BPOXAEHHbIX CACTEMHO-/1Er04HbIX LUYHTOB

IIpennaraemast knaccudukauusi BpOXKIAEHHBIX CUCTEM-
HO-JIETOYHBIX IITYHTOB YUMTHIBACT THUIT U pa3Mep aedek-
Ta, HAJIMYME CBI3aHHOM C A TUM SKCTpaKapAUaJIbHOM Ma-
TOJIOTMU U COCTOsIHME Koppekuuu (Tadja. 3). Bce atu
(bakTOpHI NMEIOT OTHOIIIEHME K pa3uTuio JIT, cuHapoma
Di3eHMeHTepa 1 IIPOTHO3Y.

Cunapom Dii3eHMeHTepa MOXET ObITh BBI3BAH KakK
MPOCTBIM, TaK M KOMIUIEKCHBIM (okosio 30 % ciaydaeB)
BPOXXIEHHBIM ITOPOKOM cepaia [27].

Cpenu MpoCTHIX TOPOKOB HamboJIee 9acTo BCTpeda-
oTCS  OeeKThl MEXCKEIyIOUYKOBOM Ieperopoaku
(AMZKIT), mocyie HUX — neeKThl MEXIPeaACEePAHOM TIe-
peroponku (JAMIIIT) u He3apallieHue apTepUabHOTO
nporoka [27]. Paccuurtano, uto y 10 % OGOJBHBIX C
JMZKII moboro pa3Mepa crapiiie 2 JIET MOXET pa3BUThb-
¢ cMHApOM Dit3eHMeHTepa, a y 00abHbIX ¢ AIMIIIT — B
4-6 % ciydaeB [28, 29]. JIAT u 3a00J1eBaHUs JIETOYHBIX
COCYIOB pa3BUBAIOTCS Y OOJIBHBIX C TTOPOKAMU OOJIBIIIIX
pa3MepoB, TOYTH y BCeX OOJBHBIX C apTepUaTbHBIM
ctBosioM, B 50 % cinyuyaeB IMZKIT u y 10 % GoJIbHBIX

http://www.pulmonology.ru

15



PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

Tabauua 3
Kaaccugpurxauusa eposcoennsix
CUCMEMHO-1€204HbIX ULYHIO06

1. Tun
MpocToii

Oedekt mexnpeacepaHon neperopoaku (AMIM)

Dedekt mexokenyaoukosoi neperopoaku (JAMXM)

OTKpBITBIN apTepUanbHbIi NPOTOK

MonHbIA MK YaCTUYHBINA HEOOCTPYKTUBHBIA aHOMaNbHbIA JIero4HbIN
BEHO3HbIN BO3BpaT

KomMOUHMpPOBaHHBbIi
OnucbiBaeTcs KOMOMHALMSA 1 ONpefensieTcs npesanupyioLwmii gedext
KomnnekcHblii

ApTepuanbHbii CTBON
EnvHbIN Xenynoyek ¢ HeoOCTPYKTUBHBIM JIErO4HbIM TOKOM KPOBM
DedekTbl MexnpeacepaHOii U MEXOKENYA04KOBOI NePeropoaok

2. Paamepbl

ManeHbkuii (AMMN < 2 cmu AMXN < 1 cm)
Bonbwoin (AMMMN >2 cm u AMXI > 1 cm)

3. CB3aHHas C LWyHTaMK 9KCTpaKapAuanbHas naTonorus
4. CocTosiHMe KOppeKuuu

HeckoppekTupoBaHHbIA
YacTU4HO CKOPPEKTMPOBAHHbIIi (BO3PACT)
CKOpPeKTUPOBaHHbIN: CMOHTAHHO MU XMPYPruYecku (Bo3pact)

¢ AMIIII [30]. Cpeau 60abHbIX ¢ AMIIII yactora JIAT
BBIIIIe Y GOJTBHBIX ¢ AeekTaMu BeHO3HOTo cuHyca (16 %)
110 CPaBHEHUIO C neheKTOM ostium secundum (OTKPBITOE
oBajbHOE OKHO) (4 %) [31].

PazBsutue JIAI' ¢ marojiorueil JIeroO4YHbIX COCYIOB,
MO-BUINMOMY, 3aBUCUT OT BEeIMIMHBI nedekTa. PakTh-
YeCKU TOJBKO Y 3 % 0O0JIbHBIX ¢ HEOOJIBIIUM WJIM CPEll-
Hero pasmepa JIMIXKII passuBaetcsa JIAT [32, 33]. Ha-
MpOTUB, NpU OoJiblIOM pa3mepe nedekra (> 1,5 cMm B
nuametpe) JIAI paszBuBaetcst B 50 % ciydaes. [Tpu He-
6oJbiioM aedekre (JIMXKII < 1 cm, AMIIII < 2 cM 3¢h-
(eKTUBHOIO AMaMeTpa, OLIEHWBAEMOIO IPU IXOKapau-
orpacduu) ToyHas narodusnosoruyeckas pojib Mopoka
cepaua B pazButuu JIAI' He BbISICHEHA.

VY Hekoropbix OonbHbIX Tsikenas JIAIT pasBuBaercst
nociie "ycrelrHon" KoppeKuuu rmopoka cepaia. Bo MmHo-
IMX TAKMUX CIIy9asiX OCTAaeTCsl HeSICHBIM, UMEJTUCh JI He-

0o0paTuMble TTOBPEXIEHNS JIESTOUHBIX COCYJIOB IO XUPYP-
TMYECKOTO BMEIIATEIbCTBA WU 3a00JIeBAHUE JIETOYHBIX
COCYIOB MPOrPEeCcCUpPOBATIO, HECMOTPSI Ha YCMEUIHYIO
Koppekiuio. OObIYHO paHO MPOBEACHHAs KOPPEKIIUs
MpeaoTBpalaeT nocienyriiee paspurue JIATL

Natomopdonorus JIAT

JIAT Bxurogaet pasnuunbie opmbl JIT' ¢ pa3Hoit aTHO-
JIOTHE, HO CO CXOAHBIMU KJIMHUYECKUMU MPOSIBICHUSI-
MU 1 BO MHOTHX CJIy4asiX CO CXOIHBIM OTBETOM Ha Jieue-
Hue. [ucTomaTolormyeckrue M3MEHEHMSI IIPU Pa3HBIX
(opmax JIAT kauecTBeHHO OIMHAKOBBIE [5], HO UMEIOT
KOJIMYECTBEHHbBIC Pa3In4usl B pacipeaeieHun 1 peod-
JIaJIaHUY TIATOJIOTUYECKUX U3MEHEHUI pa3IMUHBIX KOM-
ITOHEHTOB COCYOMCTOM CHUCTEMBI JIETKUX (apTepUOJIHI,
KanmuuisIipel Wind BeHbl). [IpuBemeHHasT HIDKE YCOBEp-
IIIEHCTBOBaHHasl maToMopdosornyeckass Kjiaccupuka-
1ust 6puta npeaioxeHa Ha 11 BcemupHoM cummosnyme
no JIAT B . Beneruu (taba. 4) [6].

JleroyHas aptepuonatus

OCHOBHBIMU THCTOITATOJIOTUYCCKUMHU YepPTaMU JIETOU-
HOIl apTepHONaTUM SIBISIOTCS TUMIEPTPOGUS MEIUH,
YTOJIIIEHUEe UHTUMbBI U aJBEHTHUIIUSI U KOMILJIEKCHOCTD
MOBPEXACHUIA.

Tunepmpodghust meduu — 3T0 YBeIMICHUE TIIOIIAIN 10~
MEePEeYHOro CeYCHUS TIPe- U MHTPaallMHAPHBIX JIETOYHBIX
apTepuii. 1o 00yCJIOBIEHO KakK TuIiepTpodueii, Tak u
TUIepIUIa3ieil T1alKOMBIIIEUYHBIX BOJOKOH, a TaKXe
YBEJIMUCHNEM COCIMHHUTEIPHO-TKAHHOTO MaTpuUKca U
3JIACTUYECKUX BOJIOKOH B MEMU MBILLIEYHBIX aPTEPUIA.

Ymonwenue unmumsbr MOXeT OBITh KOHLEHTpUYEC-
KUM TUTACTMHYATBIM, SKCIIEHTPUIECKUM U KOHILIEHTPH -
YeCKUM HeIUIaCTUHYATHEIM. [IpH yIbTpacTpyKTYpHOM U
MMMYHOTHCTOXUMHUYECKOM MCCCTOBAHMSIX KICTKI MH-
TUMBI UMEIOT YePThl (PuOpo0dIacTOB, MUOGUOPOOIACTOB
U TJIATKOMBIIICYHBIX KJIETOK.

Tabauua 4

Ilamomopghoaocuueckasn kaaccugurxayusa eackyionamuii npu 1e204HoU cunepmen3uu

(1) JlerouHas apTepuonatns?® (npe- M UHTPaaUUHaPHbIE apTepum)
Moarpynnbl
neroyHasi apTepuonaTuis ¢ M30NMPOBaHHOM runepTpodueil Mepun

neroyHas apTepuonarus ¢ runeptpodueii MEAMM U YTONLLEHNEM UHTMMBI (KNETOYHOe, hubpoTUYeckoe)

¢ KOHLEeHTpU4eckoe nnacTuH4aTroe
¢ 3KCLIeHTPMYeCKoe, KOHLEeHTPU4YeCKoe HennacTuH4aToe

neroyHasl aptrepuonatus ¢ nneKCUPOPMHLIM NOBPEXAECHUEM U / NN AvnaTauvein uinmu apTepumTom

NeroyHas apTepuonaris ¢ MU30AMPOBaHHLIM apTEPUNUTOM

(1a) OnmcaHHoe BbiLLe, HO C COMYTCTBYIOLMMM M3MEHEHUSIMU BEH W BEHYN? (KNETOYHOE U / unn GubpoTU4eckoe yTonLeHne UHTMMbI, MyCKYNISpu3aums)
(2) NeroyHas okknl03UBHAs BEHONATUS® (BEH Pa3NNYHOTO pa3mMepa U BeHyN) C CONyTCTBYIOLel apTepuonaTuei unm 6es Hee

(3) JlerouHas MuMKpOBAcKy/oNaTMs® ¢ CONYTCTBYIOLLEN apTepuonaTueii U / Unu BeHonatueii unu 6es Hux

(4) Hexnaccuduumpyembie n3meHeHus

ATUNMYHbIE TUCTONATONOrMYECKIMe YEPTbI NI HEJOCTAaTOUHbIV 00pa3eLl Iero4HbIX COCYA0B

lpumeyaHme: @ — 3Tv u3MeHeHns UMKl ans rpynn 1.1, WA, 1.2. CNIAT n 1.3, ANAT knuHudeckolt knaccudukauym (cu. Tabn. 1); ®— a1 u3meHeHns Tunudel ang rpynns 1.4.1. IBOB
KnMHW4eckol knaccudukauym (cm. Tabn. 1); ¢ — aTin u3meHeHns xapaktepHsl ans rpynnbl 1.4.2. JIKI knnHuyeckoit knacecudukaumm (cm. tabn. 1).
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Ymonwenue adéenmuyus IOSIBIISIETCS B OOTBITUHCTBE
ciyyaeB JIAIL, HO TpyaHO moagaeTcst OLeHKe.

Komnaexcnoe nospexcoenue. TlnekcudopMHoOe MOB-
peXaeHue — 3TO JIOKaabHasl Mpoudepanusi SHI0TeI -
aJIbHBIX KaHaJoB, 3aIlOJHEHHBLIX MHOduUOpobdIacTamu,
TJIAAKOMBIIICYHBIMM KJIETKAMHU U COSTMHUTEIbHOTKAH-
HBIM MaTPUKCOM. DTU TMOBPEXKICHUS JOKAIMU3YIOTCS B
MeCTe BETBJICHMS apTepHil WJIM B MECTE OTXOXKICHMUSI 10-
TIOJTHUTEJIEHOM apTepuu, AUCTaIbHEe MECTa BBIPAXKCH-
HOTO OOJIUTEPUPYIOIIETO YTOMIICHYSI THTUMBI OCHOBHO
aprepuu. YacToTa miaeKcupOpMHBIX MOBPEXICHUN TIpU
JIAT octaetcsi HeBbIsicHeHHOU. C ruieKcubOpMHBIMU
MOBPEKICHUSIMUA MOXKET OBITH CBSI3aH apTepUUT, KOTO-
PBIii XapaKTepHU3yeTCs HEKPO30M CTEHKU apTepuu ¢ (hrod-
PUHOUIHBIM TPOMUTHIBAHUEM U MHOWIBTpaIMei BOC-
MAJTUTETLHBIMY KJICTKAMMU.

Bce BrIIIeonmcaHHbIC M3MEHEHUS SIBJISTIOTCST TUTTNY -
aemu s rpynn 1.1 (UJIAT), 1.2 (CJIAT) u 1.3 (AJIAD)
KJIMHUYECKOM Kiaaccudukauuu (cM. Tabm. 1).

JleroyHas OKKNI03UBHasi BEHONATHS
(neroyHas BeHO-0KK/I03UBHas 00Ne3Hb)

Ha nojto jgerouyHoi OKK/IO3MUBHOW BEHOMATUW MPUXO-
OUTCS OTHOCHUTEJIBHO HEOOJbINAasT YacTh BCEX CIyJacB
JII, ocHOBHBIE TMCTONATOJOTMYECKME YePThl — pacipo-
cTpaHeHHast nuddy3Hass OKKI03Us JETOYHbIX BeHYI U
BEH pasanyHoro pasmepa. OKKII03UsI MPOCBETa cocyaa
MOXET OBITh CIUIOIIHON MU 3KCIEeHTpUYHOI. Kpome
TOr0, MOXET HabtonaThes yroiaueHue meauu. [pu ne-
TOYHOM OKK/IIO3MBHON BEHOMATHUU OOHApY:KMBaeTCs
00JIbIIOE KOJIMYECTBO FreMOCUAEPHHA KaK B LIMTOILJIa3Me
aJTbBEOJIIPHBIX MaKpodaroB 1 anbBeosonuToB 11 Tura,
TaK M B MHTepCcTUIMM. Kammumsipbl IepernoaHSIIoTCs
KPOBBIO U BbIOYXAIOT, OHU MOTYT OBITh HACTOJbKO U3BU-
JIUCTBIMM, YTO WHOIAA CO3AAl0T IMOJ00ME JIErOYHOTrO
KalmuJUISIPHOTO TeMaHTHOMaTo3a. JIeTOUHbIe apTeprOJIBI
MOTYT UMETh YePTHI PEMOICIMPOBAHMS C TUTIEPTPObUeit
Meauu u Guopo3oM MHTUMBL. [lnekcu@opMHbIe MOB-
pexxneHrs U GUOPUHOMIHBINA apTEPUUT MPU JIETOUHOM
OKKJTIO3UBHOI BEHOITATUM HE OMUCAHBI. JICTOUHBIN MH-
TEePCTULINI B MEXKIOJIbKOBBIX ITIEPETOPOAKaX YACTO OTCU-
HBIH, TIPU MPOrPEeCCUPOBAHUN MOXKET pPa3BUBATbCS UH-
TepCTULIMAbHBINA (Guopo3. JIumbarnyeckue cocyabl B
JICTKNX U TIIEBpe TaKKe pacCIIMpPeHBl. DTU M3MEHEHUS
TUNWYHBI 115 TPYIIIHI 1.4.1 KIIMHMIecKou Kiraccuduka-
uuu (JIBOB, cMm. Tabn. 1).

JleroyHas MukpoBacKkynonarms
(neroyHbIif KaNUANSPHLIA FeMaHrMomartos)

JleroyHasi MUKpPOBACKYJIOTIATUS — APYTO€ PEAKOE COCTO-
sSIHUE, XapaKTepu3ylollleecsl JOKaAbHOI mposaudepari-
el JeroyHnIX KanmwuisipoB. PacripenencHue JeroyHoi
MUMKPOBACKYJIOMAaTUX OOBIYHO IaHJI00apHOE U OYyaro-
Boe. Ilarojormyecku npoJudeprpylolme Kanuisipbl
WHOUWIBTPUPYIOT CTEHKW apTepuil M BeH, MpopacTas
MBILLIEYHBIA CJI0M U IlepeKpbiBasi MpocBeT cocyaa. B
yyacTKax Mpojudepauuu KanuwuisIpoB Takxke IMPUCYT-

Knunnyeckue pekomenpaumm

CTBYET JIETOUHBIM TeMOoCuIepo3 B Buae MakpodaroB U
anbBeosiounToB Il TuUma, HarpyXeHHbIX TeMOCUIEpPU-
HOM. AHAJIOTUYHO JIETOYHOI OKKJIIO3UBHOI BEHOIAaTUH,
Mpy JIETOYHOW MUKPOBACKYJOMATUM apTepUu JIETKUX
MMEIOT BBIPAXXEHHYIO TUIEPTPODUIO MBIILIEYHOTO CJIOS
W YTOJIICHWEe WHTUMBI. DTH M3MEHEHUsS XapaKTePHBI
anst rpynnbl 1.4.2. KAMHUYECKOW Kjaccudukaluuu
(JIKT, cm. Taba. 1).

MaToreHes neroyHoi apTepuanbHON rUNepPTeH3NN

o HacToSIIIero BpeMeHU TOYHO HEM3BECTHHI MPOIIEC-
Chl, MTHUIIMHUPYIOIINE IMaTOJIOTUYECKIe U3MEHEHUSI, Xa-
pakrtepHblie 175 JIAL, HecMOTpsI Ha TO, YTO CETOMHS MbI
3HaeM ropasno 00JblIe 0 MEXaHU3Max, BOBJIEUYEHHBIX B
3TOT mpoluecc. YcraHoBieHo, uto JIAIT umeer MHoro-
(akTopHYI0 TaTO(GU3NOIOTUIO, BKIIOUAIOIIYIO pa3Ind-
Hble OMOXMMUYECKHUE PeaKlMU U TUIIbl KJIeTOK. [ToBbI-
meHue JICC cBsg3aHO € pa3IUYHBIMU MEXaHU3MaMU, B
TOM UHCJIe C Ba30KOHCTPUKIMEH, OOCTPYKTUBHBIM pe-
MOJETMPOBAaHUEM CTEHKH JIETOYHBIX COCYIOB, BOCTaIe-
HHUEM U TPOMOO30M.

JlerouHast Ba30KOHCTPUKIIMSI, BEPOSITHO, SIBIISICTCS
paHHUM KOMITOHEHTOM Tipouecca (opmupoBaHus JIT'
[34]. U30bITOUHAS Ba30KOHCTPUKIIMS CBSI3aHA C IATO-
JIOTUYECKO# (PYyHKIIMEN KaJaueBbIX KaHaJOB B INIaJKO-
MBIIIEYHBIX KJeTKax [35] u ¢ SHIOTeIUaTbHOW aucC-
dynkuweii [10]. Y 6onbHbIX ¢ JIAT B 11a3mMe cHUXKaeTcs
YPOBEHb Ba30MJIATATUPYIOIIETO M aHTUIIPOJIU(hepaTUB-
HOTO BEIIECTBA, KAKUM SIBJIICTCSI BA30AKTUBHBIN MHTEC-
TUHAJIBHBIN nentug [36].

DHOoTennanbHasg TUCGHYHKINS IPUBOIUT K XPOHM-
YeCKOMY CHIDKCHUIO TIPOAYKIIMY Ba30IMJIaTaTOPOB, Ta-
Kux Kak okcua azota (NO) ¥ mpocTalUKIWH, Hapsiay C
M30BITOYHOM BBIPAOOTKOI Ba30KOHCTPUKTOPOB, TaKMX
Kak TpoMOokcaH A2 (TxA2) u sunotenun-1 (ET-1) [10].
MHorue 13 3THUX HapylLIeHUN MOBBIILIAIOT COCYAUCTHIN
TOHYC U CIIOCOOCTBYIOT PEMOIIEIMPOBAHUIO COCYIIOB.

TTpouecc pemonenpoBaHus JIETOUHBIX COCYIOB OX-
BaThIBACT BCE CJIOM COCYIMCTOM CTEHKU M XapaKTepH3y-
eTcs mpoarepaTUBHBIMU M OOCTPYKTUBHBIMU M3MEHE-
HUSIMU C y4aCTHEM HECKOJbKUX TUIIOB KJIETOK, BKJIIOYAs
SHIOTEUATbHbIC, TIaIKOMbBIIIEYHbIe KICTKU U (huod-
poGuacthl [6, 7]. KpoMe Toro, B aiBeHTUIIMU MTOBBIILIA-
eTCsl MPOMYKIIMS SKCTPAIS/UTIONSIPHOTO MaTpUKCa, B
TOM UYMCJI€ KOJIJIareHa, 3JacTuHa, GUOPOHEKTUHA U Te-
HacuuHa [17]. Io-Bunumomy, npu JII' B 3aBUCHUMOCTU
OT TSDKECTH 3a00JIeBaHUSI CTUMYIMPYETCS ITPOIYKIIUS
AHTMOIIO3THHA-1, aHTMOTeHHOro (pakTopa, HEOOXOmu-
MOTO JUISl Pa3BUTHUS COCYIUCTOM CUCTEeMBI Jierkux [38].

Taxxe B pazButuu JIAT UrparoT posib BOCIIAIUTEb-
HBIE KJIETKU ¥ TPOMOOIINTEL. DakTriecK BOCHAINTEb-
HBIC KJIETKA YYIaCTBYIOT BO BCEX ITATOJIOTUYCCKUX M3-
meHeHusix nipu JIAIL, u B miasme OosbHbIX ¢ JIAT
MOBBIIIAETCS] YPOBEHB ITPOBOCIIAIUTEBHBIX LIMTOKMHOB
[39]. Taxxe y 6ombHBIX JIAT BBISIBIISIETCST HApYIIIEHNE Me-
TaboIM3Ma CEPOTOHMHA, JIETOYHOTO Ba30KOHCTPHKTOP-
HOTO BellECTBa, IeMOHUPOBAHHOTO B TpoMOoLMTax [40].
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Y 6onbHbIX JIAT BBISBASIOTCS MPOTPOMOOTUYECKUE
HapyuieHus [41], u TpOMOBI TIPUCYTCTBYIOT KaK B MUK~
POLIMPKYJIITOPHOM pYCJIe, TaK U B JTACTUUYECKUX JIETOU-
HbIX apTepusix [6]. Paktuuecku y 6onbHbIX UJIAT mo-
BBIIIIEHBI YPOBHU Kak (pubOpomentuaa A, 4To oTpaxaeT
aKTUBHOCTh TpoMOuHa [42], Tak 1 TxA2 [43].

Hecmotps Ha BoIsiBIeHUe MyTaluii B BMPR2 B 601b-
mHeTBe cnydaeB CJIAT [8, 9], maTobuonoruyeckue cBsi-
31 MEXIYy TeHETMUECKUMU HApYIICHUSIMUA U Pa3BUTHEM
JIETOYHOTO COCYIUCTOTO TUIEPTEH3UBHOTO 3a00JIeBAHUS
He noxaTsepxaeHbl. C pyroii CTOpOHbI, BLICOKAs 4acTOTa
"uctuHHON" cniopanuyeckoit MJIAT u cHuXeHue pacr-
poctpanenHoctr CJIAT (mposiBiieHus 3a001eBaHUST pa3-
BUBAIOTCsI TONIBKO B 20 % ciyyaeB myTauuu reHa BMPR2)
MO3BOJISIIOT MPENITONIOXUTb, YTO JJIsI Pa3BUTUS 3a001eBa-
HUST TPEOYIOTCS TOTIOTHUTEIbHBIC TPUTTEPBl. DTUMU Me-
XaHU3MaMU1 MOTYT ObITh BTOPUYHbIE COMAaTUUECKUE MyTa-
mu npu HectadbwibHoM BMPR2 [44], momumopdusm
reHoB, cBs13aHHbIX ¢ JIAI (reH-TpaHcmopTep CepOTOHMHA
SHTT [40], ren NO-cunTta3ssl (ec-NOS) [45] u reH Kap-
6amut-cdocdarcunTassl (CPS) [46]) vinu moOble Bo3neii-
CTBUSI, CIOCOOHBIE HAPYIIIaTh KOHTPOJIb POCTA KJIETOK Jie-
TOYHBbIX cocynoB. KpoMe Toro, MoryT cyliecTBoBaTh
Apyrue, oka HeM3BeCTHbIC TeHbI, UMEIOIIE OTHOIIIEHKE
K eriouke BMP / TGF-f,. Ha camom nemne myrammu pe-
tentopoB TGF-f,, akTMBUH-pe11enToporiofo0HoM KHA-
3bl 1 (ALK-1) u sHAOrIMHA BBISIBASIOTCS Y 00JbHBIX JIAT
C MHAVBUIYaTbHBIM UJIM CEMETHBIM aHAMHE30M HacJie]l-

TeHeTNYeckas NpeapacnoNoXeHHOCTb

Mytaumm BMPR2;
myTaummn ALK-1;
nonumopduam SHTT;
noaumopduam ec-NOS;
noaumopdusm CPS

uT. A

N/

CTBEHHOI TeMOpPparnIecKoil TeJIeaHTMO3KTa3UN WM 00-
ne3nu Penmro— BeGepa—Ocinepa [26, 47].

Hecmotps Ha 1o, uto nipu JIAT ycTaHOBIEHBI MHOTHE
MaToOMOIOTUIECKME MEXaHW3Mbl B KJIETKAX M TKaHsX,
TOYHBIC B3aMMOICHCTBUS 3TUX MEXaHU3MOB B MHHUIIMA-
WU ¥ TIPOrPEeCCUPOBAHUH TATOJOTMIECKMX ITPOLIECCOB
M3y4eHbl HEIOCTATOYHO XOpOIllo. BeposiTHbie TeopeTu-
YeCKUe B3aMMOCBsI3U (puUC. 1) BKIIOYAIOT KJIacCUYECKUe
B3aMOOTHOIICHUS MEXKIy TeHETUIECKOM MPeapacIioo-
JKEHHOCTBIO 1 (haKTOpaMM PHUCKa, KOTOPbIE MOTYT MHIY-
LIMPOBaTh M3MEHEHUsI B KJIETKax DPa3JIMYHbIX TUIIOB
(TJIaIKOMBIIIIEYHbIE, SHIOTEINATbHBIE, BOCITATUTEIbHBIC
KJIETKH, TPOMOOLIMTHI) U B KCTPALICJUTFOJISIPHOM MaTPHUK-
ce JIeTOYHON CuCTeMbl MUKPOLUMPKYJISLuU. JlucbanaHc
MEXIy TPOMOOTeHHBIMM, MMTOI€HHBIMHU, MPOBOCHAIU-
TEJIbHBIMU U Ba30KOHCTPUKTOPHBIMM (DAKTOPAMM B TIPO-
TUBOIIOJIOKHOCTb aHTUKOATYJISTHTHBIM, aHTUMUTOTH-
YEeCKMM ¥ Ba30IWJIATHUPYIOIIMM MeXaHHM3MaM MOTYT
VHULIMMPOBATh U 3aKPEIUISITh TAKKE MPOLIECCh, KaK Ba3o-
KOHCTPUKIIUS, TIpordepariusi, TpoMO03 1 BOCTaJieHUE B
CHCTeME JIETOYHOI MUKPOIUPKYIISIIIANA. DTH MEXaHU3MBbI
OTBETCTBEHHBI 32 BOSHMKHOBEHME U IIPOrPEeCCUPOBAHMIE
MaTOJOTUYECKUX OOCTPYKTMBHBIX M3MEHEHUM, TUITUY-
Hoix 1151 JIAT. Tlocnenyroiiee Hapactanue JICC Benet K
Teperpy3Ke MpaBoro KeJIyaouka 1 3aTeM K IIPaBOKEIy-
JIOYKOBOI HETOCTATOYHOCTH M CMEPTH.

s BBISICHEHMST, KaKUe M3 3TUX HapyLIEHUI SIBJISI-
1oT1cs npuurHoit JIAI 1 Ha Kakue Jydlle BCEro HarnpaB-

®akTopbl pucka

AHOpEKCUreHbl;

BWY-nHdekums;

YBENNYEHHBIN NErOYHbIVA MOTOK;
nopTanbHas rmnepTeH3ns;
60N1€3HU COEAUHNTENBHOMN TKAHM

MoBpexaeHue Nero4HbIX Cocy0B

WU3meHeHus MaTpuKca, akTUBaLUs

AHpoTenuanbHas gpucyHkuus

Tp0M60L|,VITOB W BOCNaNUTEJIbHbIX
KNneToK

BasokoHcTpukLms

Tpom603

!

UT. Ao
OnCcHYHKUMA ragKOMbILLEYHbIX
KNeToK
y
lMponudepaums
Bocnanenve

JlerouHble cocyancTbie runepTeH3uBHbIe 3a00NeBaHus,
BO3HUKHOBEHME 1 NPOrpeccupoBaHmne

Puc. 1. JlerouHast aptepuajbHasi TUTIEPTEH3USI: MOTEHIIUAIbHbBIC ITATOTeHETUIECKUE U TTaTOOMOIOTMYeCKUE MEXaHU3MBI
[Mpumeuyanue: BMPR2 — ren kocTHOro MopdoreHeTnyeckoro peuentopHoro rnporenta 2; ALK-1 — ren aktuBuH-peuerntopornonooHoit kuHassl 1; SHTT — reu-
TpaHcnoptep cepotoHnHa; ec-NOS — ren NO-cunrassr; CPS — ren kapbamui-docdarcuHTasbl.
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JIATDH JICYEHUE 3TOIr0 3a60J'IeBaHI/IH, TpC6YIOTC$I NaJlbHEM-
e nccjacaoBaHuA.

[AnarHocTuka

IIpouecc auarHoctuku JII' TpeOyeT mpoBeAeHUs psiaa
UCcCceA0BaHUM, HANIpaBJIeHHbIX HA YCTAaHOBJIEHUE aUar-
HO3a, ollpeAesieHre KIMHNIecKoro kiacca JII' m tuma
JIAT u olieHKY (PYHKIIMOHAIbHBIX Y TEMOAMHAMMWYECKUX
HapylieHuii. B mpakTuke yno0HO MCIOIb30BaTh MOce-
NIOBaTeJIbHBIM MOAX0/, COCTOSIIIMI U3 4 3TanoB (puc. 2):
1. Knunuueckoe nmogospenue o JIT.
II. Ycranosnenue nuarHosa JII.
III. Onpenenenue kamHuueckoro kiacca JIT.
IV. Ouenka tuna JIAI, ¢pusuyeckoi ToJepaHTHOCTH,
TeMOIMHAMUKU.

KnuHuyeckoe nopo3spenue o JIr

KinnHuyeckoe nogospenue o JII' 1oKHO BO3HUKATh B
JIIOOOM cllydyae OIbIIIKM 0e3 SIBHBIX IPU3HAKOB Cepaey-
HOTO WJIM JIETOYHOIO 3a00JIeBaHMUSI WIM y OOJIbHBIX C
MMEIOINMCS 3a00JIeBaHMEM Cepllia WM JISTKUX TpU
HapacTaHWM OIBIIIKI, KOTOPOE HEJIb3S OObSICHUTD STUM
3aboneBanneM. CumnrTomsl JIT' [48] Takke BKIIOYAIOT
YTOMJISIEMOCTb, CJ1A00CTh, aHTMHO3HBIE 00JIU B IPyIHOM
KJIETKE, CUHKOTAJIbHBIE COCTOSTHUS M B3IyTHE XXUBOTA.
CHMIITOMBI B TIOKO€ TIOSIBIISIIOTCS TOJIBKO B JTAJICKO 3a-
MIEIIINX CyJasx.

®dusukanbHble pusHaku JII' [48] MoryT morpe6o-
BaTh ONPEIEJICHHOTO OIbITA I MX OLleHK!. K HUM oT-
HOCSITCSI YCWJIEHHUE CepACUYHBIX TOHOB II0 JICBOI ITapac-
TEePHAJbHON JIMHUM, YCUJICHHUE JISTOYHOIO KOMITOHEHTA
II ToHa, MAHCUCTOJUYECKHUI IIYyM TPUKYCIUIATIbHOMI
perypruTaluy, THACTOJMIECKUI IIyM HEIOCTaTOYHOC-
TH JICTOYHBIX KJIATITAaHOB M IIPaBOXeTyaTouKoBbIii 111 ToH.
HaOyxaHue 1IeiiHBIX BeH, TeraToMeraius, nepudepu-
YeCKue OTeKH, aclIUT U MOXOJodaHUe KOHEYHOCTEeH Xa-
PaKTEepHEI IJIsT O0Jiee pa3BEPHYTOM CTaAWN 3a00JIeBaHUS
C TIpU3HAKaMU TIPaBOXKEIYIOIKOBOI HEIOCTATOYHOCTHU
B TTOKOe. Takxke MOXeT MMETh MECTO IIEHTPaIbHBIN 11~
aHo3 (a uHorma nepudepruyecKuii 1 CMellaHHbII 11ua-
HO3). AYCKYJIBTallNS JIETKUX, KaK IIPaBUJIO, HE BEISBIISIET
W3MEHEHUI.

. Mopospenue na JIr

Il.  Ycranoenenue anarno3sa JIr
lll. Onpepenenune knMHu4eckoro knacca Jir

IV. Ouexka tvna JIAT: Tun

®uanyeckas TonepaHTHOCTb
remMoavHammka

Puc. 2. lnarHoctnyeckuii nmoaxosn mpu JII'

Knunnyeckue pekomenpaumm

Knununueckoe nonospenue o JII' nosipisiercst, koraa
5TU TPU3HAKKM BO3HUKAIOT Ha (POHE COCTOSIHMS, KOTO-
poe MoxeT comnpoBoxaaTbest JIAI, nanmpumep, 3CT,
noprajabHoi runepreH3uu, BUY-undexumnu, BpoxxaeH-
HBIX TTOPOKOB Cepilla ¢ CUCTEMHO-JICTOYHBIMM IITyHTa-
mu. [Ipy HanMuuM 3TUX Opeapacrojaralommx 3adoe-
BaHUII HEKOTOpble OKCIIEPThl BBICKA3bIBAIOTCS 3a
MNEePUOINYECKOEe CKPUHUHIOBOE OOCIeA0BaHUE TaKUX
OOJIBHBIX C ILIEJIBIO BBIABICHUS acUMITOMaTrnaIecKoit JIT
Ha paHHe#t ee ctamuu [49] (cM. Huxe pasaen "OcoOble
cocTosiHUS").

Hakonen, JIT' MoxeT ObITh 3amog03peHa Mpu u3mMe-
HEHMSIX JIEKTPOKAPAUOTrPaMMEI, pEeHTTEHOTPaMMEI Op-
TaHOB I'PYIHOM KJIETKM WJIM IIPU 9X0KapAauorpahuu, Ko-
TOPbIE BBINOJHSIIUCH I10 JAPYTMM KJIMHUYECKUM
TPUYMHAM.

Yctanosnenue guarvosa Jir

OTOT 3Tarn TpedyeT MpoBeAeHUsI UCCAeA0BaHUI, KOTO-
pble crocoOHbl moATBepAnUThL AuarHo3 JII. K takum uc-
cinegoBaHusIM oTtHocaTcsa DKI, peHTreHorpamMmma opra-
HOB TPYIHON KJIETKM M HOIIUIep-3XOoKapauorpadus
(d-2%x0KT).

9Kr

OKI MoxeT naTh Npeanoa0XuTeIbHYI0 NI TOATBEPK-
Jarouryto nHgopMauuio o JII' mpu mosiBieHUU TUIepT-
poduu 1 pacTSKEeHHS TIPaBOTO XKeJTyI0UKa 1 TUjIaTallny
npaBoro mpeacepaus. [umeprpodust mpaBoro Xeryaod-
Ka BoisiBsieTcst Ha DKI'y 87 % 60/1bHBIX, a OTKJIIOHEHHE
3JIEKTPUIECKOI OCH cep/ilia BIpaBo — y 79 % GOJbHBIX C
WJIAT [48]. Onnako DKI HemocTaTOYHO YYBCTBUTEb-
Ha (55 %) v cnietuduuna (70 %), 4TOOBI OBITH CKPUHUH -
roBbIM MeToaoM ast nuarHoctuku JIAT [50]. Hopmanb-
Has DKI He uckmouaer Hanuuus Tskeaoit JIAT.

PenTreHorpamMma opraHoB rpygHOM KNeTku

Y 90 % 60abHBIX ¢ UJIAT B MOMEHT IIOCTAHOBKM JUar-
HO3a UMEIOTCSI M3MEHEHMST Ha pEeHTTeHOIrpaMMe OPraHOB
rpynaHoit kietku [48]. OHM BKIIIOUAIOT paclIMpeHue Jie-
TOYHOM apTepuu, KOTopast IMpy KOHTPACTUPOBAHUM "Te-
psieT" mepudepudeckrue BeTBU. TakKe MOXHO YBUAETb
yBEJIMYCHUE TIPABBIX TIPEACEPANS U KeJTyI0uKa, KOTOpoe
TPOrpecCUpyeT B pa3BepHYTON cTagum 3a00JIcBaHUS.

CMMNTOMBI 1 AaHHbIE BpayeBHOro ocMoTpa,
pesynbTaThi CKPMHUHIOBBIX MEPONPUSTHIA,
chny4aiiHble HaxoaKu

KT, peHtreHorpadus nerkux, axokapauorpadus

JleroyHble GpyHKUMOHANbHBIE TECTbI U FA30BbI aHANU3 KPOBM,
BEHTUNALMOHHO-NePPY3MOHHOE CKAHMPOBaHUE NErKKX,

KomnbtoTepHas Tomorpadus (KT) nerkux sbicokoro paspetuenus (KTBP),
cnupanbHas KT, aHruorpadus nero4Hbix cocynoB

AHanusbl KpPOBX U UMMYHONIOrM4eckue uccnepoBaHus,
aHanu3 Ha BUY,
YNLTPa3BYKOBOE MCCJIE[0BAHNE OPraHOB GPIOLLIHON NONOCTH;

Tect ¢ 6-MuHYTHOIA X0Ab00M, NUKOBOE NoTpednexue kucnopona (VO.);
Karetep n3auus npasbix 0TAEN0B CEpALA + COCYAUCTas PEaKTUBHOCTb

http://www.pulmonology.ru

19



PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

PentreHorpacust opraHoB TPYIHOI KIIETKU ITO3BOJISICT
IOCTAaTOUYHO HAJIeXKHO UCKIIOUUTH cBsi3aHHbIe ¢ JIT cpen-
HETSIKeJIbIe U TsKeJble 3a00J1eBaHUS JIETKUX 1 JIETOUHYIO
BEHO3HYIO TUMEPTEH3UI0, OOYCIOBAEHHYIO MaTOJIOTUEH
JICBBIX OTHEIOB cepama. OmHAaKo HOpMajbHas PEHTIe-
HOTpamMMa OPTraHOB IPYIHOM KJIETKU HE UCKIIIOYAET JIer-
KY10 TTOCTKAMUJUTSIPHYIO JIETOYHYIO TMIIepTEeH3UI0 Ha (ho-
He 3a00JieBaHU JIeBbIX oTAeJ0B cepaia uiu JIBObB.

Jonnnep-axokapauorpadus

I-OxoKI' sBasieTcs mpeBOCXOAHBIM HEMHBAa3MBHBIM
CKPUHMHTOBBIM METOJIOM JIJISI OOJIBHBIX C TIOM03PEHUEM
Ha JIT. JI-OxoKI' 103BOJIIeT OLIEHUTh CUCTOJINYECKOE
naBjaeHue B jerouHoi aprepun (cIJIA) m MoxeTr maTh
NOTOJHUTEIbHYI0 MHGMOPMALIMIO O IPUYMHE U TTOCIeI-
ctBusix JII. Tlpu OTCYTCTBUM OOCTPYKIIMU BBIXOAHOTO
otaena npasoro xeaynouka cIJIA sKBUBaJEHTHO CUC-
TOJIMYECKOMY JaBJICHUIO B TIpaBoM Xenrynouke (cJITTXK).
c¢ATTK paccuuTtbiBaeTcsl Mpy U3MEPEHUN CKOPOCTHU T10-
TOKa CUCTOJIMYECKOW perypruTaluuu Ha YpOBHE Tpex-
CTBOPYATOTO KJIAIlaHa V 1 JaBJICHUS B IIPaBOM IIpeIcep-
nuu (AI1IT) no dopmyne: cAITK = 4v2 + AITIT. AT —
100 CTaHAapTU30BaHHASI BEJIMYMHA, JUOO PACCUUTHI-
BaeTcs MO mapameTpaM HUXHel mosioi BeHbl [S51] wiu
BEJIMUMHE PACIIUPEHUS IOTYISIPHOM BeHBI. [10TOK TpH-
KyCIMIAJbHOI perypruTaliii MOXHO U3MEPUTH Y OO0JIb-
muHcTBa 60bHBIX JIT (74 %) [52]. B 60blMHCTBE HC-
cJIeIOBaHMIA MToTydyeHa BblpaxkeHHast koppessiius (0,57—
0,93) mexny BenmuumHamu cIJIA, u3MepeHHBIMU TIpU
I-DxoKI 1 mpu KateTepu3aly MpaBbIX OTAEIOB Cepli-
na (KIIC) [53]. OnHako a1 MUHUMU3ALUM JIOKHOITO-
JIOXKUTEJIbHBIX Pe3YyJIbTaToB [54] BaXKHO ONMpeneauTh Npu
I-9xoKTI crrenmmduyecke moKa3aTeIn, ITOATBEPXKIal0-
e quaros JIT.

Pazopoc cJIITK y 3m10poBBIX JIMIL XOPOIIO M3yYeH.
B GoJibI110#1 TIOMYJISIIMKM MY>KYUH U SKEHIIUH B BO3pacTe
ot 1 1o 89 net cJITT2K 6but0 28 + 5 MM PT. CT. (pazdpoc
15-57 mm ptT. ct.). cAI12K moBhbilIaeTcss ¢ BO3pacToM U
yBeJIMYEHUEM MHAeKca Macchl Tefa [55]. B cooTBeTcTBUM
C 3TUMU JaHHBIMU JieTKyIo JII' MOXXHO omnpeneinnTh Kak
c¢JITTK npumepHo 36-50 MM PT. CT. WJIM CKOPOCTh TPU-
KyCIMIAIbHON PeTrypruTalmu B moxkoe 2,8-3,4 m/c (1ipu-
Humas 3a HopMy JITIT 5 MM pT. cT.). Cenyer 3aMeTUTb,
YTO TaKOE OMpeeieHUe BieYeT B HEKOTOPOM YHUCJIE CITy-
yaeB runepauarHoctuky JII, ocoOGEHHO y MOXWUIbIX, U
MpY HaTWIuM KinmHudeckon kaptunsl JII (kmace 1I-I11
o Heto-Mopkcekoii knaccudukaunu Accormanmu Cepi-
ma — NYHA) HeoGxoaumo mnoATBEpAUTb AMArHO3 C
nomoimbio KIIC. ¥V acmMnToMaTuuecKuX OOIBHBIX
(xmacc I mo NYHA) crnenyer MCKIItoU4aTh COITYTCTBYIO-
mre 3CT u nosroputh Dx0KI yepes 6 mec. Heobxomu-
MO WMMETh B BHIYy, YTO YCTAHOBJIEHWE ITOBBIIIEHHOTO
cATIK He ompenensieT TOUKY, B KOTOPOI MOBBILIEHHOE
cII12K craHOBUTCS KIMHUYECKU 3HAYMMBIM, a IIPOTHO-
3UpyeT NaJbHEUIIMe IOCAENCTBUS 3TOrO IOBBIIICHUS
u / uam TpedyeT crienndryecKoit Tepanuu. Takxe ciie-
OyeT MPUHUMATh BO BHUMaHNWE BO3MOXKXHOCTB JIOXKHOOT-
puuarelbHbIX pe3yabraToB I-OxoKI maxe mpu 00Jb-
IUX KIMHAYECKHUX MOJ03peHusx [56].

ITpu moaTBepxaeHuu auarHosa JII' 1 olieHKe ee Ts-
JKECTH BaXXHYIO POJIb WTPAIOT JOMOJHUTEIbHBIC JOT-
Tiep-3xoKaparorpadudyeckKue napaMeTpbl, B TOM 4ucie
pasMepbl U QYHKIUS MPABOrO U JIEBOTO XKeJIyI0YKOB,
W3MEHEHUs TPUKYCITMAAIBHOTO, MUTPAJBHOTO KJlalla-
HOB U KJIallaHa JIETOYHOI apTepuu, pakims BbIOpoca
MPaBOTo XeJyaouKa M mapaMeTphbl HATTOJIHEHUS JEBOIO
>KeJTynouKa, pa3Mepbl HUXKHEN MO0 BeHbI U MepuKap-
JIaTbHBIN BBITIOT [57, 58].

ITomumo BeigBienus JIT, J1-OxoKI' mo3BossgeT mmpo-
BecTU v depeHIInaIbHY0 IUarHOCTUKY BO3MOXKHBIX
npuuuH JIT' u Havats dasel 111 u IV quarHoctrueckoro
npouecca. JI-9xoKI MoXeT BHISIBUTH ITaTOJOTUIO KIa-
MaHOB M MHUOKapiaa JIEBBIX OTIEJIOB Cepilia, KOTOpHIE
CTAHOBAITCS IIPUYMHOM JIETOYHOU BEHO3HOM TMIIEPTEH-
33Ul (KJIMHUYECKUN Kjacc 2), BPOXIAEHHBbIE MOPOKU
cepana ¢ CUCTEeMHO-JIETOUHBIMU ITyHTaMU (KJIMHUYEC-
kuii xnacce 1.3.2). BHyTpuBeHHOE BBegeHUE KOHTPACT-
HOTO BEIIECTBAa MOXKET BBISIBUTH He3apallleHHOE OBaJlb-
HOoe OKHO uiau Hebonpwmoi nedbekr MIIIT mo tumy
BEHO3HOT'O CHHYCA, KOTOPBIE MOXHO TMPOIYCTUTh IPHU
crangapTtHoii JI-DxoKI. ITorpebHOCTD B TpaHCca30(dare-
anbHoOl axokapauorpaduu (TI-DxoKI) Bo3HuKaeT
penKo, 3TO HCCJIEeNOBAaHUE OOBIYHO HUCIMOJb3YeTCS IS
TMOATBEPXKICHUS HAJIMIUS U OIEHKW TOYHOTO pa3Mepa
MaseHbKoro aedekra MIIII.

Onpepenexune knunu4eckoro knacca Jir

Creayionym 1aroM rnocjie ycTaHoBAeHus auardo3a JIT
SIBJISIETCSI OTIpe/ieSIeHe KIIMHUYECKOTO Kjlacca B COOTBE-
TCcTBUM ¢ BeHelmaHCcKo KTMHUYECKO! KiaaccubuKau-
eii (cMm. Taba. 1) [1]. OTo TpebOyeT mpuMeHeHUsT 00s13a-
TEJIbHBIX METOJIOB MCCeaoBaHUs, Takux Kak JI-OxoKI
(KaK omrcaHo BhILIE), JETOUHBIX (DYHKIIMOHATBHBIX T€C-
TOB, B TOM UKCJI€ UCCIEAOBAaHUS FA30BOI0 COCTaBa apTe-
PUATBHOW KPOBU, U BEHTWISLIMOHHO-TEP(PY3UOHHOTO
(V/Q) ckanmpoBaHMs jJeTKuX. [Ipr HEOOXOTMMOCTU B
OTIEIbHBIX CUTYALIMSIX MOTYT MCIOJIb30BaTbCS JOMOJI-
HUTEJIbHBIE METONbI, TaKWe KaK KOMITbIOTepHAasi TOMO-
rpacus nerkux (KT) Beicokoro paspeuienus (KTBP),
cnipanbHasg KT, anHrnorpadus JIerO4YHBIX COCYHIOB.

NeroyHble GYHKUMOHaNbHbIE TECTbI M UCCIEA0BAHNE
ra3oBOro COCTaBa apTepuasbHOM KPOBK

Jlerounbie (pyHKIIMOHAIBHBIC TECTHI M Ta30BBIN aHATU3
apTepuaabHOI KPOBU MOIYT OLICHUTH BKJIAJ JieXkKallluX B
ocHoBe JII" 3a00yieBaHMIT IbIXaTeIbHbBIX MYTEN WU JIEroU-
HOI mapeHxuMbl. Y 0osbHBIX C JIAI' OOBIYHO CHUXKEHA
I hy3noHHAS CITIOCOOHOCTD JIETKMX TT0 MOHOOKCUTY YT~
nepoga (DLco) (kak npaswito, B nipeaenax 40—80 %onx.)
U YMEHBIIIEHBI JIeTOUHbIE 00bEMBI B JIETKOI M yMEPEeH-
HOI1 cTenieHn. B pe3ynbrare aabBeOJIIpHON TUIIEPBEHTH -
JISIIMY HaIpsDKeHUEe KHUCIIOPOoa B apTepUalbHON KPOBU
(PaO,) MoXeT ciierka CHMXAaThCsI MJIM OCTaBaThCs HOP-
MaJIbHBIM, a HalpspKeHUe YIJIEKUCIIOro ra3a B apTepu-
anpHolt kpoBu (PaCQ,) cHuxkaercs. XpoHuueckas
obcTpykTuBHas 60se3Hb Jerkux (XOBJI) kak mpuynHa
runokcuueckoit JII' auarHocTMpyeTcsl Ha OCHOBaHUU
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HeoOpaTnuMoii OpoHXUaTLHON 00CTpyKIMuU [59], BBISB-
JIIEMOI OOBIYHO MPU U3MEPEHUM 00beMa (POpCUPOBaAH-
Horo Bbloxa 3a 1-10 ¢ (O®B,). Takue 00JbHBIE HAPSILY
C OrpaHUYEHMEM BO3IYIIHOIO MOTOKA W yBEJIWYEHUEM
OCTaTOYHOTO 00BeMa YacTO MMEIOT HOPMAaJbHOEC WU
nosbiieHHOe PaCO, u cHmkenue DLco. Ombpusema ce-
roaHs auarHoctupyetcs ¢ nomoiibio KTBP. CHixeHue
JIETOYHBIX OOBEMOB IMPU OJHOBPEMEHHOM CHWXKCHUU
DLco MoxeT o3HauaTh HaJW4IMe WHTEPCTUIIMATBHOTO
3aboneBanus Jerkux (M3J1). KTBP saBasercsa ocHOB-
HBIM crtocobom oreHkH Tskectu M3JT [60]. Tlpu kinn-
HUYECKOM ITOJI03PEHUM Ha OOCTPYKTMBHOE arHo? /
TUTIOITHOA CHA W JecaTypalldio B HOYHOE BpeMsI IIPOBO-
OUTCS CKPMHUHIOBASI OKCUMETPMSI U TIOJHCOMHOIpA-
Gus B TEeUEHUE HOUU.

BeHTunsauvonHo-nepdysuotHoe (V/ Q)
CKaHWUPOBaHMe Nerkux

ITpu JIAT V / Q ckaHupOBaHME MOXKET ObITh MMOJTHOCTHIO
HopMabHbIM. OTHaKO 3TO UCCIEI0BAaHUE MOXET BbISI-
BUTHh MajiecHbKHE Mepudepuueckue HecerMeHTapHEIe
nedeKTsl nepdy3un. DTU y4aCTK HOPMaJIbHO BEHTUIN-
pyloTcs, cleaoBaTesibHO, cooTHolneHue V / Q Oymer
n3MeHeHo. V / Q cKkaHMpOBaHUE JIETKUX SIBJISIETCS CITO-
CcO0OM IMArHOCTUKU XPOHUUYECKOU TPOMOOIMOOIMIeC-
Koil jerouHoii rumnepreHsun (XTIJII, xknmHU4YecKuMii
kinacc 4) [61]. [Tpu XTOJIT nedexTsl mepdy3nu 00bIYHO
pacroyiaratroTcsl Ha JI0JIeBOM M CETMEHTApHOM YpOBHE,
YTO OTpaxKaeTcsl CeTMEHTapHBIMHU AeeKTaMu Teppy3nu
npu ee rpadpudeckoM u3obpakeHUH. [ToCKONBKY 3T
Y4aCTKU BEHTUJIMPYIOTCSI HOPMAJIbHO, TO Ae(DEeKThI Mep-
¢dy3un He coBmagaloT ¢ Aedekramu BeHTUIIUUU. [Tpu
muddepentmanboit quarHoctuke WAL u XTOJIT
V / Q ckaHupoBaHHME JerKhx o0JlamaeT BBICOKOM
qyBCTBUTENIbHOCTBIO (90-100 %) u crnenuduIHOCTHIO
(94-100 %) [61]. OnHako gedekThl epdy3uu, HE COB-
Magamlve ¢ BEeHTUISIIIMOHHBIMUA, TaKKE MOTYT BBISIB-
nsiteest ipu JIBODB. Takue manveHTs HYXXIa10TCs B TIA-
TeJbHOM NajibHellleM oOcjeIoBaHUU (CM. pasiena Io
KTBP). ¥ 601bHBIX ¢ TapeHXMMATO3HbIMU 3200716 BaHU -
SIMU JISTKUX ITe(eKThI eppy3nH COBITAAAIOT C BEHTUIISI-
LIMOHHBIMU Ae(eKTaMMU.

KTBP nerkux

KTBP paer aetanbHyto nHGOpMALUIO O COCTOSIHUM Jie-
TOYHON TapeHXMMbI U objeryaetr auarHoctuky M3J1
v amdus3eMbl. Hanuune mHTEpCTULMATBHBIX MPU3HA-
KOB, CXOIHBIX C TEMU, YTO BCTPEUAIOTCS IIPU JICBOXE-
JTYIOYKOBOI HETOCTATOYHOCTHU, TAKNX KaK T hy3HEBIe
LeHTpaJbHbIe 3aTEMHEHUSsI 10 TUIY "MaTOBOIrO cTeKJIa"
U YTOJIIEHNE MEXI0JIbKOBBIX IEPErOpOa0K, MO3BOISI-
et 3anono3puth JIBODB; nononHUTeIbHBIMU NTPU3HAKA-
MU SBISIOTCS TUM@OancHONATHS, IIJIeBpaJbHBIC 3a-
TeMHeHUsT ¥ BuIIOT [62]. Auddy3Hoe AByXCTOPOHHEE
YTOJIILIEHNE MEXIO0JbKOBBIX MEPEropoaOK U HaJMuue
MaJICHBKUX LIEHTPUIIOOYISIPHBIX OKPYIJIBIX 3aTeMHe-
HUI ¢ HEYSTKUM KOHTYPOM JAacT OCHOBAaHUE IIPEIITO-
noxutb JIKT.

Knunnyeckue pekomenpaumm

CnmpanbHas KT nerkux ¢ KOHTPaCTHbIM YCUNIEHUEM,
aHruorpadus NeroyHbIX COCyA0B M MarHUTHO-PE30HAHCHas
TOMOrpadus

CrmpanbHast KT 1erkux ¢ KOHTPaCTHBIM YCUJICHHUEM I10-
KazaHa 6osbHBIM ¢ JII, y koTophix V / Q cumHTUTpadus
JIETKMX BbISIBUJIa CETMEHTApHbIE WIM CyOCeTrMEeHTapHbIe
JIedeKTHl Tepdy3nu ITpyu HOpMaJIbHOM BEHTWISLINH, T. €.
nojyyeHo u3MeHeHre V / Q COOTHOIIEHUS, YTO MOXET
ObITb CBUIETEIBCTBOM XPOHUYECKON TpoMOOIMOOIUU
nerkux. KT npuszHakaMu XpOHUYECKOI TPOMOOIMOOIM-
YeCcKOoi 00JIE3HU SIBJISIIOTCS TOJTHAST OKKJTIO3MST JIETOYHBIX
apTepuii, neeKThl HAIIOJIHEHUS ITOCIe TPOMOOB, peKa-
HaJIM3alusl U CTEHO3bI, MJIM CETYATOCTh [63, 64].

TpaguimonHast aHruorpadus JerkKux Mmo-mpexHemMy
HeoOxonuMa B auarHoctuke XTOJIIT pnsa Gonee Tina-
TETLHOTO BBISIBICHUS OOJBHBIX, KOTOPBIM TTOKa3aHa SH-
napreproakroMus [61]. Jlerounas anruorpacgust 0osee
TOYHAs JUIs BBISIBJICHUSI IUCTAIbHONM OOCTPYKILIMU COCY-
JIOB M TakXe IoKa3aHa B CJlydyasXx COMHUTEIbLHOTO
pesymbrata cnupaibHoii KT ¢ KOHTpacTHUpOBaHUEM Y
OOJIPHBIX ¢ KIMHUYECKUM M CIIMHTUTPA(PUICCKUM II0-
no3peHreM Ha XTOJIT. Dta mpouenypa J0CTaTOUHO
Oe3omacHa gaxe st 00JbHBIX ¢ Tskenoil JIT mpu BbI-
TIOJTHEHUM OIBITHBIMU COTpYIHMKaMU. Ilone3Hble Tex-
HUYECKHE AeTaId BKIIOYAIOT UCTIOJIb30BaHME COBPEMEH-
HBIX KOHTPACTHBIX IIperapaToB, pa3aeJbHOE BBEICHNE B
MPaBYIO U JIEBYIO BETBb I MHOXXECTBEHHBIC CHUMKI.

C Bospacratonieit yactoroit y 6onbHbIX ¢ JIAT mpu-
MEHSIeTCSI MarHUTHO-PE30HAHCHAs TOMOTpacdus It
OLIEHKU MaTOJIOTMYEeCKUX U (PYHKIIMOHAIBHBIX U3MEHE-
HUI KaK CepIeYHOil, TaK U JIETOYHON LIUPKYIALMM [63].
OmgHako HEOOXOOWMO HAKOIUICHUE TOITOJTHUTEIBHOTO
OITBITA, TIPEXKIE YeM CIeIaTh 3TO MUCCIeI0BaHNE PYyTUH-
HBIM [1J151 001bHBIX ¢ JIAT.

OueHka JIAT (Tun, dusnyeckas TONEPAHTHOCTb,
reMoAvHamuKa)

TTocne Toro, Kak omnpeaejseH KinHuYeckuit kiacc JIAT
(kmuHUYeckuit Kiacc 1), MOryT moTpedboBaThCsl JOMOJI-
HUTEJbHbIE MCCICIOBAHUS JIJISI TOUHOTO OIpEeNeIeHUs
tuna JIAT u 1151 olileHKM (hU3nIecKoii ToJIepaHTHOCTU U
TeMOJIMHAMUKMU.

WccnepoBanne KpoBK M UMMYHONOMUS

HeobxonuMbl pyTUHHBIM OOIIMI M OMOXMMMYECKUIA
aHaJIM3bl KPOBU M MCClIeA0BaHMe (DYHKITMHY IATOBUIHOM
kene3bl. CieayeT Takske BBITIOJTHUTh CKPMHUHTOBOE 00C-
JIeqoBaHe Ha TpoMOOGMINIO, BKIIIOUaollee aHTU(hOC-
onunuaHbie aHTUTEA (BOJYAHOUYHBINA aHTUKOATYJISHT,
aHTuTeNa K kKapauonunuHy). 3CT nuarHocTUpyroTcs ep-
BOHAYaJIbHO MO KIMHUYECKUM 1 JTa0OpAaTOPHBIM KPUTE-
PUSIM U TI0 ayTOMMMYHHOMY CKPUHUHTY, BKJIIOUAOIIIEMY
aHTUHYKJeapHble aHTUTeNa (AHA), K KOTOpbIM OTHO-
CATCS aHTULIEHTPOMEpPHBIE aHTUTeNa, aHTU-SCL70 u pu-
6onykieapusbiii mporerd (RNP). Okono Tpetu 001bHBIX
¢ MJIAT umeroT mojaoXXuTeabHbIN, HO HU3KUii TuTp AHA
(= 1:80) [65]. BoabHBIE CO 3HAYNTETBLHBIM IOBBIIIICHUEM
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

AHA v / wiv ¢ KITMHUYECKOW KapTUHOM, TTOI03pUTEb-
Hoit B otHomenun 3CT, HyxXmaloTcsd B AajdbHeIIeM
CepOJIOTMYECKOM O0CIeIOBAaHUM U KOHCYJBTallUM PEB-
MartoJjora. HakoHelr, Bce 00/bHbIE JOJIKHBI OBITh 00CIe-
noBaHbl Ha BUY-uHbexuuro.

YnbTpaseykoBoe 06Ce0BaHne OpraHoB OPIOLHOM NONOCTH

Hwuppo3 1eyeHW W / UM TIOPTAJbHYIO THIIEPTEH3UIO
MOXHO HAJIe’KHO MCKITIOYUTH TIPU YJIBTPa3BYKOBOM HC-
CJIeIOBAaHUU OpPraHoB OpIOIIHOKW monoctu. Mcmnonab3o-
BaHUE I[BETHOTO JOIIUIEpa TAKXKE MOMOTraeT OTJIUYUTh
MacCUBHYIO MOPTAJbHYIO TUIIEPTEH3UIO B pE3yJbTare
MPaBOXEeTYyTOYKOBOW HETOCTATOYHOCTU OT MOPTATbHOU
TUTIEPTEH3UM, BBI3BAHHOU TMOBBIIIEHUEM TpaHCIeye-
HOYHOTO BEHO3HOTO rpaaueHTa Ha (hoHe HUppo3a neye-
Hu. Mcronp3oBaHMe KOHTPACTHBIX BEIIECTB YJIydylllaeT
AMArHOCTUKY [66]. [luarHo3 mopTajibHON TMIEPTEH3UN
MOXHO MOATBEPAUTD, ONPELEINB MOBLILIEHHBIN rpagn-
€HT MEXIy CBOOOJHBIM JaBJICHUEM U IaBJIEHUEM 3aKJIU -
HuUBaHuUs B nedyeHoyHoit BeHe npu KIIC (cm. pasgen
"[lopro-myapbMOHaIbHAs TUTIEpTeH3Us ") [67].

®usnyeckas TonepaHTHOCTb

OObeKTUBHAsI OLEHKA TOJEPAHTHOCTU K (PU3UMUYECKOI
Harpy3ke y 6oabHbIX ¢ JIAT siBisieTCs BaXHBIM CIOCO-
OOM yCTaHOBJIEHUS TsKeCcTH 00Je3HU [68, 69] 1 addek-
tuBHOCTU JevyeHus [70, 71]. HauGonee yacro npu JIT'
HCTIOIB3YIOTCS TaKMe HAarpy304HbIE TECThI KaK TeCT C 6-
MUHYTHOW Xoabboit (6MT) u KapauoImyJIbMOHaIbHOE
Harpy3ouHoe TectupoBanue (KITHT) ¢ omenkoii mapa-
METPOB ra3000MeHa.

6MT siBasieTCsl HEIOPOTUM U TEXHMUYECKU MPOCTHIM
MeTonoM [72]. OH MPOTHO3UPYET BHDKMBAEMOCTH TPU
WNJIAT u otpuiiateIbHO KOppEIUpyeT ¢ OLIEHKO (PyHK-
nuoHajibpHoro craryca mo NYHA [68]. I1pu npoBeneHnu
6MT 06BbIMHO MCITONB3YIOT 1iKaxy bopra, Kotopas or-
penensieT CyObeKTUBHYIO CTEIIEHD TSKECTU OIBIIIKU Ha
¢doHe pusnueckoit Harpy3ku. CHIDKEHHE caTypalun
apTepuaibHoii KpoBu > 10 % Bo Bpemst 6MT B 2,9 pas
yBEJIMUMBAET PUCK JIETALHOTO MCXoda B TeueHHue 26
Mec. B cpenHeM [73]. 6MT saBisgercss TpaaMIIMOHHBIM
"MepBUYHBIM" KOHEYHBIM IOKa3aTeJaeM B OOJIBIITMHCTBE
KJIMHUYECKUX KOHTPOJIUPYEMbIX UCCAEAOBAHUN Y 00JIb-
HbIx ¢ JIAT [70].

KITHT mno3BojigeT u3mepsiTh Mmoka3aTead BeHTUJIS-
MM ¥ ra3000MeHa BO BpeMsl (hM3MUECKOW HArpy3Ku,
YTO JOaeT MOMOJHUTEJIbHYIO MaTO(MU3UOIOIUYECKYIO
UHGOPMALIMIO MOMUMO TOI, KOTOPYIO OOBIYHO TOJIyYa-
IOT TIPW CTAaHIAPTHOM HArpy30YHOM TECTUPOBAHUM.
VY 6onbHBIX ¢ JIAT, Kak mpaBujio, CHXKAIOTCS ITMKOBOE
VO,, nukoBasi MOIIIHOCTb PabOThl, COOTHOIIIEHUE AUHA-
Muku VO, K IMHAMUKe MOLLIHOCTU pabOThl Ha (poHEe Har-
PY3KHU, aHA3POOHBII MOPOT U MUKOBBIA KUCIOPOMHBIA
MyJIbC; Y HUX YBEJIMUIMBAIOTCA JJeroyHasi BeHTWwstiust VE
u VCO,, otpaxatoiniye Hea(hGHEKTUBHOCTh BEHTUISILIUU
[69]. TTukoBoe VO, KOoppeaupyeT ¢ IPOTHO30M Y 0O0JTb-
ueix JIAT [69].

KITHT wucrnonb3oBajioch B HEIABHO IPOBEIEHHBIX
MYJIBTULICHTPOBBIX MCCIEIOBaHUSIX, HO 3TOT TECT He

MOATBEPAWI YaydllleHue, TojydyeHHoe rpu 6MT [74,
75]. Bo3aMoxxHOe 00BSICHEHME 3TOMY (DaKTy COCTOUT B
toM, yTo KITHT TexHuuyecku Gosee caoKHOe UCCIen0-
BaHue, yeM 6MT, u pesyasratel KITHT Moriu 3aBuceTh
OT OITbITA UcCIIenoBaTeeil. JIpyroe o0ObsICHEHNE 3aKITIO-
yajJochb B HeAOCTaTouyHOW 4vyBcTBUTENbHOCTM KITHT
npu oleHKe 3(P(HEKTUBHOCTU JIEUSHUSI, KOTOpasi Morjia
OBITH MEHee BbIpaxkeHa IPU MaKCUMaJbHbBIX Harpy3kKax
110 CPaBHEHUIO ¢ CYOMaKCUMAaTbHBIMU.

lfemoamHamumka

Hnst moarBepxkaeHus: auarHosa JIAIL, olLieHKU TSDKeCTU
TeMOIMHAMWYICCKIX N3MEHEHHUI U NCCIIeIOBaHUS peak-
TUBHOCTH COCYZIOB MaJIOro Kpyra KpoBOOOpaIlleH!s He-
ooxonuma KIIC. Ilpu aToM Bcerma ciieayeT OLeHUBaTh
cienyrouye mapaMeTphl: YacTOTy CepAeYHbIX COKpalle-
auit (YCC), AIII, OJIA (cucrommueckoe, THACTOIM-
YeCcKoe U CpeiHee), JaBJieHNe 3aKJIMHUBAHUS B JIETOU-
Hbix Kanugpax (JIJ13), cepaeuyHbiii BbIOpoc (myTem
TEPMOIMITIONNK I MeToaoM PurKa B CiTydasix CUCTEM-
HO-JICTOYHBIX IIIYHTOB), KPOBSHOE IaBJICHUE, JICTOYHOE
M CHUCTEMHOE COCYIMCTOE COIIPOTUBIICHHUE, CaTypallnio
KHCJIOpOJa apTepUuaIbHOM M CMEIIAaHHOM BEHO3HOU
KpoBHU (M caTypalMIO B BEpXHEil MOJOH BEHE B CIydasix
CHCTEMHO-JICTOUHBIX IITYHTOB).

Huarno3 JIAT BeicTaBisioT npu cpegnem IJIA >
25 MM pT. CT. B ToKoe win > 30 MM PT. CT. TIpu pusrdec-
Koit Harpyske, JII3 < 15 mMm pT. cT. u JICC > 3 MM pT.
ct./ 1/mMuH (enuHuIlel Byna). Karetepusanust 1eBbIx OT-
IIEJI0B cepala TpeOyeTcsl B PEeOKUX CUTYyalusX, Korma
HeJb3s HafeXXHOo u3mMeputhb JII3.

TlontBepxxnenue nuarHosa myreM KIIC tpedyercs y
NaluKUeHTOB ¢ KiIMHu4Yeckor kaptuHoi JII' (knaccel 11 u
III mo NYHA) ¢ nerkoit JII' mpu onenke mo JI-OxoKI
(cM. BBIIIIE) C LEIbIO BBISIBIEHUST OOJIbHBIX, KOTOPHIM
HEOoOXOAUMBbI JaJbHENIIINE TMarHOCTUYECKUE UCCIen0-
BaHUs U JedyeHue. M3mepenue JIJI3 momoraer pasnu-
YUTh apTePUATbHYIO U BeHO3HYI0 JII' y O0JIbHBIX C COMmy-
TCTBYIOILIMM MOPaKeHUEM JIEBBIX OTIEI0B Ceplia.

KIIC Takxke BaxkHa 1Jis1 O0JIbHBIX C YK€ YCTAHOBJIEH-
HBIM JIMarHO30M CpeaHeTsKeoi U Tsikenoit JIAT B cBsi-
31 C TeM, YTO TeMOAWHAMMYECKHE TapaMeTphl MMEIOT
MPOTHOCTUYECKOE 3HaUeHue [2].

IToBeienue cpenHero AITIT, cpennero HJIA, cHu-
JKEHUE CepIeYHOro BEIOpPOCca U LIEHTPAJTbHON BEHO3HOMU
caTypalMy KUCI0poAa CBSI3aHO ¢ Haubosiee HebJiaromn-
PUSITHBIM TIpOorHo30M y 0obHBIX ¢ UJIAT. U3mepenue
reMOJAMHAMUYECKUX IOoKa3aTesaeil MO3BOJISIET YCTAHO-
BuTh naroreHe3 MJIAT y KOHKpeTHOro 00J1bHOrO, pac-
cunuTaB (OpMyITy TIpOrHo3a [2], KOTOpyIo TakxKe IpruMe-
HSIOT U1l OLEHKW OTHAJE€HHBIX PE3YJbTaTOB HOBBIX
METOJIOB JIEYEHUSI WIIK BhKUBaemoctu [76—78]. OgHako
5Ta hopMyJia ObL1a BeiBeneHa nmoutu 15-20 net Hazan u
HE BITOJTHE TTOAXOIUT ISl HBIHEITHEH MOMYISIIUN 00JIb-
Hbix JIAT.

PesynbraThl HEKOHTPOIMPYEMBIX UCCAEIOBAHUMN 10-
MyCKaloT, UTO UIMTEIbHOC HAa3HAYCHME aHTarOHNCTOB
KaJIbLIMS YBEJIMUMBACT BBIKMBACMOCTD B PEIKUX CITydasix
"ocTpo" pearupyloummx Ha 3TO JedyeHue OOJbHBIX IO

22

Mynemononorus 6°2006



CpaBHEHMIO C HE OTBETUBIIMMU Ha Tepanuio [79]. B 1e-
JIOM TIPMHSITO, YTO OOJIBHBIX, Y KOTOPBIX BO3MOXKEH 0OJa-
TONPUSITHBIA IMPOTHO3 B pe3yJIbTaTe JUIMTEIbHOIO Jieue-
HUs aHTarOHMCTaMU KaJIbIIWs, MOXHO BBISIBUTH IIPHU
ocTpoM BazoawiatarmoHHoM Tecte Bo Bpemst KITC [80].
OmHaKo MpearoaraeTcs, 9To I IIOJIHOM yBEPEHHOCTH
B TAKOM IIPOrHO3€ HEOOX0AUMa U MOJIOXUTEIbHAs peak-
11T B OCTPOM TeCTe Ha Ba30peakTUBHOCTh, U CTAOMJIb-
HBI 9 GEKT OT ITUTEIHHOTO JICUCHNST aHTaTOHUCTAMU
Kanbuuys [81].

Hdnsg CHUXXKEHMSI pucKa BO3MOXHBIX OCJIOXHEHUM
OCTPBIi Ba3oAMJIATAIIMOHHBINA TECT CJICAYeT IIPOBOINT,
HCITONTb3YsI TOJBKO JIETOYHBIC Ba30IMJIATATOPBI KOPOT-
Koro aeiictBus Bo BpeMs nepBoit KITC B kmmHn4ecknx
LIEHTpaX, MMEIOIIMX OIBIT TaKUX MccleaoBaHuii [82].
B Hacrosiiiee BpemsT [UIsI OCTPOTO TecTa MCITOJIb3YIOT
BHYTPUBEHHBIN MTPOCTALMKINH WU aAcHO3WH M WHTa-
naunoHHbIE NO [83, 84]. Ilepuonbl moyyBBIBEIEHUS,
N03bI U ITUTEJIbHOCTD BBEIEHUSI TIPEACTaBICHBI B Ta0I. 5.

Peaxiiust B ocTpoM TecTe Ha BA30peaKTUBHOCTD CUM-
TaeTcs MOJIOKUTEIbHOM, eci cpenHee IJIA cHKaeTcs
Ha = 10 MM PT. CT. ¥ JOCTUTAET aOCOJIOTHOM BEJIMIMHBI
< 40 MM pT. CT. IpY NOBBILLIEHUN WM HEU3MEHHO Be-
JIMYMHE CepIeYHOro BhiOpoca (60IbHbIE C MOT0XUTEIb-
HoIi octpoit peakuumeit) [11, 81, 85]. Takoii pe3ynsraT
Habmonaercst ToabKo y 10-15 % Gonbhbix ¢ UIAT [81,
83]. ¥V OONBHBIX C TOJOXUTEIbHOM OCTpOil peakuueit
0oJiee BEPOSITEH CTAOWIbHBINA TOJOXUTEIbHBIN 2 dheKT
OT JUINTEJIBHOTO JICUCHUS] BBICOKMMU TO3aMU aHTaro-
HUCTOB KaJIbIIUSI, U 3TO €AMHCTBEHHAsI KATeTOPUS 0O0JIb-
HBIX, KOTOPBIX MOXKHO 0€30IMMacHO JICUUTh 3TUMHU Tpera-
patamMu. DMIMpUYECKOEe Ha3HAYeHME aHTarOHUCTOB
KaJbLMsT 0e3 TIPOBEICHMSI OCTPOTO TeCTa Ha Ba3opeak-
TUBHOCTDH KpaliHe HeXeJIaTeIbHO M3-32 BO3MOXHBIX TSI~
>KeJIbIX MOOOYHBIX 3((HEKTOB.

BoJbHBIE ¢ MOMOXUTENBHOM JOJTOBPEMEHHON peak-
Oueil Ha BBICOKME 03I AaHTAaTOHUCTOB KaJbIIUS — 3TO
oompHBle ¢ | wim Il GyHKUIMOHAIBHBIM KJIACCOM IO
NYHA u oyt HopMaJIbHBIMUM MOKa3aTeJIsIMU TeMO-
HAMUKM I10CJIe HECKOJbKUX MECSIIEB MOHOTEepaIruK aH-
TarOHUCTaMU KaJIbLKsI. TOJTBKO OKOJIO TTOJIOBUHEI 0OJIb-
Hbix ¢ MJIAI, 1oJoXUTEIbHO OTBETUBIIMX Ha OCTPbIMI
Ba30AMJIATAlIMOHHBINA TECT, MOJOXUTEIbHO OTBEYalOT U
Ha JUTUTEIbHOE JIeUeHUE aHTarOHUCTaMU Kablus [81], u
TOJIBKO B 3TUX CITyJasIX JOITyCKaeTCs IIPOIODKEHIUE Jieue-
HUS aHTarOHUCTAMM KaJIbIIMSI B KAYeCTBE MOHOTEPAIIHH.

Llenecoobpa3HOCTb OCTPOro TecTa Ha Ba30pEeaKTHUB-
HOCTb M JJTUTEJILHOTO JIEYeHUST aHTAaTOHUCTAMU KaJTbITUsT

Knunnyeckue pekomenpaumm

60mbHBIX ¢ JIAT Ha ¢one 3CT uau BpOXIEHHBIX TTOPO-
KOB cepra MeHee n3ydeHa 1o cpaBHeHmio ¢ UJIAT [81,
86]. OgHaKo IKCIIEPTHI MOJIAraloT, YTO Y STUX OOJBHBIX
TaKXKe CJIeyeT TIPOBOAUTD OCTPHIM TECT Ha Ba30PeaKTUB-
HOCTh M B COOTBETCTBYIOIIUX CIyJasiX OLICHUBATh (-
(bexT WINTEIHbHOTO JIeUCHUS] AHTATOHUCTAMM KaJIbLIMSI.

Buoncus nerkmx

OTKpI:ITaH NI TOPAKOCKOIIMYECKasA OMOIICUST JIETKUX
COITPpOBOKOACTCA 3HAYNUTCIBbHBIM PUCKOM OCJIOXXHEHUM
M JIETAJIbHOTO Mcxoaa. B cBsI3u ¢ HU3KOM BE€POATHOCTBLIO
BJIWAHUA PEIYJILTAaTOB 3TOM npoueaypbl Ha AMAarHo3 M
JICUCHUC PYTUHHOC ITPOBCACHUC OMOIICUM JIETKUX HEXe-
JIaTCJIbHO.

OueHka TaxecTu

ITokazaHo, 4TO ompeaeauTb NporHo3 6oabHbIX ¢ MJIAT
MOXHO IO HECKOJIbKMM TOKa3aTessiM, OLIEHEHHBIM HC-
XOIHO U TOCJIe lLieJieHanpaBieHHoro jJedenus [71]. s
npyrux BuaoB JIAT, takux kak JIAT Ha pone 3CT, Bpoxk-
JEHHBIX CHUCTEMHO-JIETOYHBIX ITyHTOB, BUWUY-unpex-
LIMM ¥ MOPTaJbHOU TMIIEPTEH3UM, MOJYYEHO OUYEHb Ma-
g0 uHdopmamuu. B a3TMX cuUTyauusx Ha MCXOJ
3a00JIeBaHUSI MOTYT BJIMSITH TOIIOJTHUTEIbHBIC (DAaKTOPHI.
dakrnuecku, 6oabHbIe ¢ JIAT Ha pone 3CT umeror 60-
Jiee HeOIaronpusITHBIN MporHo3, yeM 0osbHbie ¢ MJIAT,
a JIAT Ha (oHe BPOXIEHHBIX CUCTEMHO-JIETOYHBIX
LIIYHTOB TIporpeccupyet MemieHHee, yeM UJIAT.

B npakTuke mporHocTuyeckoe 3HaueHue OMMHOYHO-
ro moxasatessi y KOHKPETHOIO OOJIbHOrO MEHbIIE, YeM
HECKOJIbKMX KOHKOPIAHTHBIX TTPU3HAKOB (Tab1. 6).

KnuHnyeckue nokasarenu

Cpeau KIMHUYECKUX ToKazaTesieil y 6onbHbix ¢ MJIAT,
MOJTYYaIoIINX TPAAULIMOHHOE JIeYeHUE, YeTKOE TIPOTHOC-
TUYECKOE 3HAYEHWE MMEET MCXOAHbIA (DYHKIIMOHAIb-
Helil kinacc mo NYHA [2]. [TporHocTuueckoe 3HaYeHue
3TOTO TIPU3HAKA COXpaHsETCs U 4epe3 3 Mec. JIeYeHUs
snornpocteHosioM [77, 87]. Hanuuue npaBokeaymouKko-
BOW HEOCTAaTOYHOCTH JI0 Hayajia JIeYeHUs! SMOMpPOCTe-
HOJIOM SIBJIIETCSI HETaTUBHBIM MPOTHOCTUYECKUM (aK-
topom [87]. Knaccudukanus BceMupHoil opraHuzauuu
3npaBooxpaHeHus1 (BO3), mpemwioxeHHass B I. DBuaHe,
anantupoBasia Kiaccupukammio NYHA misi 60nbHBIX
JIAT (bynkuumoHaneHas kinaccubdukaius NYHA / BO3),

Tabauua 5

Cnoco6bt 86edenust, nepuod noayevléedeHust, 003bl U OAUMEAbHOCHb HA3HAMEHUS Hauboaee 4acmo UCHOAb3YeMbIX

Mpenapar Myto BBeaeHus | Mepmop nonyebiBepeHUs ‘
AnonpocTeHon BHYTPUBEHHO 3 muH
AneHo3uH BHYTPUBEHHO 5-10c
NO MHransiuyuoHHo 15-30¢

npenapamoe 0451 1e204HbIX sasoamamauuormbtx mecmoe

fo3br? Moebiwenve no3° OnutenbHoCTb BBEAEHUS®
2-12 Hr/kr/MuH 2 Hr/KT/MUH 10 MuH
50-350 MKr/Kr/MUH 50 MKr/Kr/MuUH 2 MUH
10-20 ppm - 5 MuHd

MpuMeyaHue:  — NpuBeagHs! NepBOHaYaNbHas 1 MaKCUManbHas 03bl; ® — CTYMEHYATOe NOBbILIEHME [03bI Ha YKa3aHHYI0 BEAMYIHY; © — IINTENBHOCTb Kaxaoi cTynenu; ¢ — nosa NO

MNOBbLILLAETCA OAHOKPATHO B YKa3aHHbIX NPeaenax.
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Tabauua 6
Ilpoenocmuueckue noxaszameau npu HJIAI

KnuHuyeckue nokasarenu
®yHkumMoHanbHbIM knace no NYHA

®yHkumoHanbHbii knace no NYHA Ha doHe anmTenbHOro neyexus
3MONPOCTEHONIOM

lpaBoxenypo04koBas HeAOCTaTOYHOCTb B aHAMHE3E
TonepaHTHOCTb K pM3U4ECKON Harpy3ke
PacctosiHue, npoiigeHtoe B 6MT

PaccrosHue, npoiigeHHoe B 6MT, Ha GpoHe AnnTENbHOrO NeveHus
3n0NpoCcTeHONOM

MukoBoe VO,

Axokapavorpaguyeckue nokasarenm

MepukapauanbHblii BLINOT

Pa3mep npaBoro npeacepaus

WHAEKC SKCLEHTPUYHOCTH NIEBOTO Xenyaoyka

[lonnnepoBcknit MHAEKC NPaBOro Xenyaoyka (Muaekc Tei)
lemopmHamuyeckue nokasarenu

[asneHune B NpaBoM npeacepaum

Cpeptee AJ1A

CepaeuHbiii BbIOpoC

CMelliaHHas BEHO3Has caTypauvs Kucnopopa

MonoxwurenbHas peakuys B 0CTPOM Ba3oAvaTaLUoOHHOM TecTe
CHmxenue JICC < 30 % yepes 3 Mec. Ie4eHUs ANONPOCTEHONIOM
TMokazarenu Kposu

Tunepypukemus

WcxoaHblii ypoBEeHb MO3roBOro HaTPUIAPETUYECKOTo NenTuaa

YpoBeHb MO3rOBOr0 HaTPUIYPETMYECKOro NeNnTMAa Yepes 3 Mec. NieYeHus
3N0NPOCTEHONIOM

TponoHuH
HopapapeHanuH nnasmbl
OHpoTenuH-1 nnasmbl

M MHOTME KJIMHHULKCTHI UCIIOJIb3YIOT 00e Kiaccupuka-
LIMY, KOTOpbIE MOUTH UASCHTUYHBI (Tabs. 7) [11, 12].

TonepaHTHOCTb K GU3NYECKOM Harpy3ke

Heckonbko uccienosaTeneit mokasaiu, 4yTo OOJIbIIOE
nporHoctuyeckoe 3HaueHue npu JIAI mmeer 6MT:
Miyamoto et al. [68] IpoJEeMOHCTPUPOBAIIU, YTO OOJIb-
Hele ¢ MJIAT, npoxoauBiine MeHee 332 M, UMeIM 3HaA-
YUTESbHO 00JIee HU3KYIO BBIXKMBAEMOCTh 10 CPABHEHUIO
C TEMMU, KTO MPOXOAUI OOJIbIlIee PACCTOSTHUE.

B npyrom mcciemoBaHUM paccuMTaHO, 4TO y OOJb-
Hbix ¢ MJIAT npu yBenmuyeHUU MPOMAEHHOTO pacCcTos-

HUA Ha 50 M pUCK JIETAJTbHOTO MCXOMa YMEHBIIAJICI Ha
18 % [73]. IlpenBaputesibHble OaHHbIE OKA3aJIM, YTO
JecaTypalysl aprepuaibHoil kpoBu > 10 % Bo BpeMs
6MT rmoBbIIIaa PUCK JIETATLHOTO MCXOAa B TEUEHUE
CpenHero Iepuoja HaOmogeHus B 26 mec. B 2,9 pasa
[73]. ¥V 6onbnbIxX ¢ 111 mm IV pyHKIIMOHATBHBIM KJac-
com o NYHA, npoxoaupiux < 250 M 10 Havyaja jeye-
Hus anonpocTeHonoM win < 380 M yepe3 3 mec. Je-
YEHMST SITOMPOCTECHOJIOM, IIPOTHO3 OBLI XyXKe, YeM Y
OOJILHBIX, TTPOXOAMBIINX OOIbIIee paccTossHue [87]. Ab-
COJIIOTHOE M3MEHEHUE B PACCTOSIHMM, IPOWICHHOM 3a
6 MUH, Ha (POHE JICUEHUS SMOMPOCTCHOJOM HE UMEJO
[IPOTHOCTUYECKOIO 3HAUEHMSI.

IMTuxoBoe VO, < 10,4 Mr/Kr/MuH, U3MEpPEHHOE TIpU
KITHT, xoppenupoBaao ¢ XyAIIUM IIPOTrHO30M y 00JIb-
Hbix ¢ JIAT [69].

dxokapauorpaduyeckue nokasarenm

Hanmuwe mepukapayaiIbHOTO BBITIOTA M €0 pasMephl,
ouieHeHHbIe pu [-OxoKI, uMeIoT 4eTKoe OTHOIIIEHUE K
nporHo3sy y 6onpHbIX UJIAT [88, 89]. Kpome Toro, pas-
Mepbl TPaBOro Mpencepaus U MHIESKC IKCLEHTPUIHOCTHU
JIEBOTO XeJTyJOYKa IPOTHO3UPYIOT MCXON Y OOJBHBIX
¢ UIIAT [89].

JlonTiepoBCKUiA MPaBOXKETyI0YKOBBIN MHAeKC [90],
nnu uHpekc Tei, — mokasareiib, OLIEHUBAIOIIMNIA KaK CUC-
TOJIMIECKYIO, TaK ¥ IUACTOIMIECKYIO (DYHKIIUIO ITPaBO-
TO XeJyoouKa, TakKKe MMeeT IMPOTHOCTUUECKOe 3Haue-
aue mipu JIAT [91].

Mokasatenu remogMHaMUKM

WNcxonno noBeiieHHble cpeanue AT u AJIA, kak u
CHUXKEHME CepIeYHOro BhIOpOCca U LIEHTPaIbHOI BEHO3-
HOI1 caTypaluuy KMCI0poaa, 03HayaloT Haubosee Heba-
ronpusATHeIN porHo3 npu UJIAT [2]. boapHble ¢ moso-
KUTEJBHBIM OCTPHIM TECTOM Ha Ba30peaKTUBHOCTH
MMEIOT JIYUILIMI TPOTHO3, YeM OOJIbHbIC C OTpULIATE/Ib-
HOI ocTpoii peakuueit Ha Bazoauaaratopsl [79, 83, 92].

[Ipn omHOMAaKTOPHOM aHaM3e¢ UCXOTHBIMU TeMOIM-
HaAMUYECKUMU TI0Ka3aTe/IsSIMHU, CBSI3aHHBIMU C HeOJaro-
MpUATHBIM UcxonoM Y 6osbHbIX UJIAT, B mocnenyioiiem
MOJyYaBIIMX JiedeHWe 3ronpocTeHonoMm, obuin JAITIT >
12 MM pT. cT. u cpennee AJIA < 65 mm prt. cT. [87], maxe
HECMOTPSI Ha TO, YTO MOCJEIHUN MOKas3aTejlb HE ObLI

Tabauua 7

Kaaccupurauus gpynkuyuonaavnozo cmamyca 6oavnoix ¢ JII'no NYHA / BO3 [11, 12]

Knacc

Onucanue

| BonbHble ¢ JII 6e3 orpaHnyeHnii 06bI4HON GU3UYECKOI aKTUBHOCTM; 00bIYHAS (U3NYecKas akTUBHOCTb HE BbI3bIBAET YCUIEHNUS OALILLKM,
yToMAsieMocTH, Goneii B rpyAHOI KNeTKe Uau npesooMOpoYHbIX COCTOSHMIA

] BonbHble ¢ JIT, umetoLme nerkoe orpaHuyeHne Gpuanyeckoit aktTueHocTu. OHM He oLywaloT auckomdopTa B NOKOe, HO HopManbHas Gpuanyeckas
aKTUBHOCTb BbI3bIBAET YCU/IEHNE OABILLKM, YTOMISIEMOCTb, 00N B rPYAHOI KNETKE AN NpesoOMOpPOYHbIE COCTOSHMS

1] BonbHbie ¢ JII ¢ BbIpaXeHHbIM OrpaHuyeHneM Gpuanyeckoi akTUBHOCTH. B nokoe anuckoMdopTa HeT, Ho NPy Harpy3Kkax MEeHbLLE 00bI4HbIX
YCUNIMBAETCS OAbLILIKA, NOSBNAOTCS YTOMAKEMOCTb, G0N B rPYAHOI KNETKe AN NPesoOMOpOYHbIE COCTOSHMS

IV BonbHble ¢ JII, KOTOpbIe He MOFYT NePeHOCUTb HUKaKYI0 GU3UYECKYI0 Harpy3Ky U Y KOTOPbIX B NOKOE MOTYT ObiTb NPU3HAKM MPABOXENYA04KOBO
HefoCcTaTo4HOCTH. OABILLIKA U / NN YTOMAISIEMOCTb TaKXe MOTYT NPUCYTCTBOBATb B MNOKOE, U CUMMTOMbI YCU/IMBAIOTCS MOYTH NpU Nto00oi

$u13n4eckoin akTMBHOCTH
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Knunnyeckue pekomenpaumm

Tabauua 8
Ypoenu ooxazameavnocmu 3¢pghexmuenocmu

Tabauua 9
Kaaccugpurauus pexomenoauuii

YpoBeHb A [laHHble nony4yeHbl M3 MHOXecTBeHHbIX PKW unu metaananu3os.
Yposenb B [ aHHble nosy4yeHbl U3 eguHCTBEHHOro PKU nnu MHOXECTBEHHbIX MCCIEA0BaHWIA C TeTePOreHHbIMU
pesynbTatamu.
Ypoeenb C  CornaiueHune (KOHCEHCYC) NN MHEHUE 3KCTIEPTOB U / MU ManeHbKue UCCNe0BaHus, PETPOCNEKTUBHbIE
MCCNEeA0BaHUS, PETUCTPbI.
Knacc | [oka3aTenbcTea v / unu obLLee cornalieHne, YTo JaHHas AMarHoCTUYecKas npoueaypa / METOA Jie4eHUs
SBASIOTCS BbIroOAHBIMU, 3P HEKTUBHBIMM, NONIE3HBIMU.
Knacc Il MpoTuBOpeuMBbie fOKA3aTeNbCTBA U / UM PACXOXAEHNE MHEHWI 0 Lienecoo6pasHocTH / 3 eKTMBHOCTH
METOAA JieYeHus.
Knacclla  Bec pokasatenbcTBa / MHEHUS CKIIOHSIETCS B NONb3Y LieniecooGpasHocTy / 3ddeKTUBHOCTH.
Knaccllo  LlenecooGpa3HocTb / 3¢ HeKTUBHOCTb B MEHbLUEIH CTENeHN NOATBePXAeHa [oKa3aTeNbCTBaMK / MHEHNEM
3KCMepToB.
Knacc llI2 [loka3aTenbCTBO MNM 00LLEee COrnaLieHue, YTO NIeYeHNE He NoNe3HO / HedhHEKTUBHO U B HEKOTOPbIX

Cny4asix MOXeT NPUHEeCTHN BpeAa.

Mpumeyanme: @ — nenonbaosarue knacca lll He pekomenpyetcs ESC.

TOATBEPKIIEH APYTUMU uccienosarensmu [77]. CHuxe-
Hue JICC < 30 % OTHOCUTEIBHO UCXOIHOTO YPOBHSI Yepe3
3 Mec. JIeYeHHsI STOMPOCTEHOJIOM TaKXKe ObLIO CBSI3aHO C
TUIOXUM TIporHo3oM [87].

WUccneposanue Kposu

Y 6onbHbIX ¢ JIT' 9acTo BBHISIBASIETCS TUIIEPYPUKEMMUSI,
YTO KOPPEJIUPYeT ¢ TEMOAMHAMUYECKUMU HapyIIEHUSI -
mu (moBeimeHueM JIIIT) w mOBBIIEHHON JeTadb-
Hoctbio npu WJIAT [93]. MosroBoii HaTpuilypeTudec-
KW TIETITH, TTOBBIIIAeTCs TIPU Meperpy3ke MaBleHUeM
MPaBOTo XeJylIouka U KOPPEIUPYeT CO CTETIeHBIO TsI-
KECTH TIPAaBOXETyIOYKOBON MUCHYHKIIMUA U JIeTab-
HocTblo Tipu JIAT [94].

C BBDKMBAaE€MOCTBIO KOPPETUPYIOT U JOTIOJTHUTEIb-
HbIe HETPOTOPMOHAJILHBIE TTOKA3aTeIN TIJIa3Mbl, HATIPH -
Mep HopaapeHaauH [95] u DT-1 [96]. HemaBHO ObLIO
MOKa3aHo, YTO YPOBEHb TPOMOHUHA [97] KaK MCXOIHBIHA,
TakK ¥ TocCJIe 1ieJIeHAIIPaBJIeHHOTO JIEYeHUsT UMEET IPOT-
HOCTUYECKOE 3HaueHue y 60abHbIX ¢ JIAT.

JleyeHue

Jleuenue JIAI' TpagulLIMOHHO MMEET BCEro0 HECKOJBKO
TPYAHOOCYIIECTBUMBIX BapuaHTOB [98]. CeromHs Mbl
HabJogaeM Iepexoj OT MEJIEHHOTo Iporpecca B 3TOM
00J1acTH, 3aHSBIIETO HECKOJIBKO AECITHICTU, K 00JIb-
mwomy uuciay PKWM, BbINMOJHEHHBIX B IOCJAEAHUE HEC-
KOJIbKO JIeT. B TO e Bpemsi CylIecTBYIOT pa3inyHbIe Me-
TOJIbI JIGUEHMSI, KOTOPbIE, COIJIACHO BCEOOIIeMY MHEHUIO,
SIBJISTIOTCS 3G (GEKTUBHBIMU (HAIIPUMEp, IIepOpaIbHbBIe
AHTUKOATYJISTHTBI, KUCJIOPOI, AHTAarOHUCTHI KaJIbIIHs),
x0Ts1 ux 3¢ekTUBHOCTD He foKazaHa B PKU, u kotopbie
¢dopMaIbHO HE UMEIOT CrielM(pUUIEeCKUX MOKa3aHUM 111
HazHayeHwus1 pu JIAT.

Llenbio gaHHOTO paszesa sIBJsieTcs1 0030p BCeX BUIOB
JIeYEHUs] B COOTBETCTBUU C KJaccu@uKauueil ypoBHei

JIOKa3aTeJIbHOCTH, KaK peKoMeHayeTcss KomureTtom ESC
110 MPAaKTUYECKUM pyKoBoacTam [16]. Kpome Toro, Ml
nmy0JIMKyeM Kiaccudukaiuoo pekoMeHaanui [16], yuu-
THIBaEMYIO TIPU OLIEHKE KIMHUYECKON 3P (PEKTUBHOCTU
METOHOB JICUCHUSI, KOTOPBIC IO Pa3IMUYHBIM IIPUINHAM
He Obutn ucciaegoBaHbl B PKIM, HanpuMmep, mepopaib-
HBIX KOATyJISIHTOB, KMCJIOPOIa, aHTaTOHKUCTOB KaJIbLIuS,
OaJIJIOHHOM TIpeCePIHON CENTOCTOMMU U / WIN TpaH-
CIUTAHTAIIUM JICTKMX. B KOHIIE MBI mpemjiaraeM ajro-
putMm nedeHus JIAI, ocHOBaHHBIN Ha JTOKa3aTeJbCTBAX
[85] u onuchIBaoLIMiT TOKAa3aHUS JIJIs1 KaxkKAOTO METoAa
JIGYEHMUSI.

Mpepucnosue K ypoBHSIM A0KA3aTENIbHOCTH
W Knaccudukauum pekoMmeHaaummn

Cucrema ompenejieHUs YpOBHS JTOKa3aTeJIbHOCTU BO
MHOroM ocHoBaHa Ha uuciie PKHM, nojsoxuTreabHo ole-
HUBAIOLINX JAHHYIO CTpaTeruio JedyeHus [16] (tabn. 8), u
YUUTBIBa€T OCOObIe TpeOOBaHUS IS PEAKO BCTpeyaro-
IMXcs 3a00eBaHmii. ETMHCTBEHHAST pa3HUIIA COCTOUT B
TOM, YTO MBI He BKJTIOUMJIM B Ipymiry B HepaHmoMu3upo-
BaHHbIC MCCIIEIOBAaHMS, MOCKOJIBKY BCE MCCIIECAOBAHUS
o JIAT umerot HeGoJIblIIME pa3MepPHI U, ClIeA0BaTEIbHO,
oHM oTHeceHHI B rpymiry C. B rpyrmy B BkiroueHa Kate-
ropust "MHoxectBeHHbie PKW ¢ rereporeHHBIMU pe-
3yjbraTaMu”, TaK Kak Takasi CUTyalllsl MOXET BO3HMK-
HyTb (M BO3HHUKajda), U 3Ta (opMyIupoBKa OoJiee
YHUBEpCaJbHAsI, Iaxke eCIU MPOBEICHO €IWHCTBCHHOE
PKM ¢ nojoxXuTeabHbIM pe3yJabTaToOM. AHAIU3 YUYUTHI-
Ban uccnenoBanust 1 PKU ¢ yyactuem 6onbHbIX ¢ JIAT,
OITyOJIMKOBaHHBIE B pedepaTUBHBIX KypHajax WA
TpeACcTaBIeHHBIC Ha HEMAaBHUX KPYITHBIX COBEIIAHUSX.
Cucrema xiaccuduKauy ypoBHe# 1oKa3aTeIbHOC-
TH, ocHoBaHHag Ha uuciie PKM, MoxeT uMeTh HEKOTO-
pble OrpaHWYEHUsI, KOTOPhIe CJIeAyeT YYUTHIBATH U II0
BO3MOXHOCTU KOppekTupoBath [99]. Dakrtuuecku 1o
Mepe IIPOBEICHNUS HOBBIX MCCICIOBAaHUI YPOBEHb JOKaA-
3aTEJIbHOCTU CO BpeMEHeM MOXeT MeHsATbes. Kpome
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Tabauua 10

Kaaccugpurauus pexomenoauuii u ypoeneii doxazameavnocmu 3¢pghpexmuenocmu npu HJIAT

Bup neyenus ‘

Knacc pekomeHpaumi

‘ YpoBeHb foKka3aTenbHOCTH

‘ !
06Lme MeponpusTHs
MepopanbHble aHTUKOAryNSHTbI®
OuypeTtnku X
OurokcuH
Kucnopog?
AHTaroHMCTBI KanbLms® X
AnonpocTeHon X
TpenpocTtunun
WnonpocT (MHransumoHHbIN)
WnonpocT (BHYTPUBEHHBII)
Bepanpoct
Bocentan x4
CuTakceHTaH®
AmGpuceHTan®
CunpeHadun xd
KomGuHupoBaHHas Tepanus
BannoHHas npepcepaHas cenTocTomus
TpaHcnnaHTaums nerkux X

lla 116 \
X
X

>
OO0 0O >» O W > WO W P> OO0OO OO

Mpumeyatne: ¢ — lla ans WAT, 116 £ns gpyrux dopwm JAT; ® — ecnm catypauns apTepuansHoii kposu < 90 %; © — T0bKO Y BOABHBIX C NONOXMTENbHEIM OCTPEIM Ba304MNATaLMOHHbIM TECTOM,
| anst UNAT, 116 s pyrux dopwm JIAT; ¢— lla B npu IV dyHKuyoHanbHom knacce no NYHA; € — aTv npenapatsl B HacTosLee Bpems uaydatotes B PKI 11 knace pekomeHaaumi ang Hix He

YCTaHOBNEH.

TOro, cucTeMa KjaccuduKaliuy He OIpeaessieT pa3Mep
PKM kak mManeHbKUii, eciiu ero Bec Takoi xe, kak PKN
6ouiblrero pasmepa. Kpome toro, B oTHoueHuu 3hdek-
TUBHOCTU YPOBHH JI0KA3aTCIHHOCTU HE CJICAYeT MyTaTh C
YPOBHEM KJIMHMYECKON 3(PPEKTUBHOCTU, KOTOPHI 3a-
BUCUT OT (hapMaKogMHaAMUUYECKUX 3(h(HeKTOB AeUCTBY-
FOIIETO BEIIEeCTBA M OT €r0 BO3MOXHBIX ITOOOYHBIX 3(h-
(GeKTOB M HEZOCTATKOB (HAIpPUMEpP, CIIOXHBIN TyTh
BBeneHus1). Tak, MeTox JiedyeHus ¢ 0oJiee XOpOILIUM pe-
3yJIBTATOM, HO OLIEHEHHBIN TOJIBKO B OIHOM WJIM HU B
onHoM PKMU, Oynet oTHeceH COOTBETCTBEHHO K TpyMIe
B wiu C 1o cpaBHEHUIO C METOIOM, UMEIOIIUM XYIIITUNA
pe3yabTaT U 00Jibllie MOOOYHBIX 3((HEKTOB, HO OLIEHEH-
HbIM Oosiee ueMm B omHOM PKU, KoTopbhlit OyneT oTHeCeH
K Tpyrme A. Opransl apMaKoJIOTMIeCKOTO KOHTPOJIS
MOTYT JaThb pa3pellicHHe Ha MCIIOJIb30BaHME TAaHHOTO
JieueOHOro MeTola Ha OCHOBaHUHU eaAuHCTBeHHOoro PKI
C IOCTaTOYHBIM Pa3MEPOM BBIOOPKHU.

COOTBETCTBEHHO 3TOMY KiIacCU(UKAIIUS PEKOMEH-
nanuii (Tabna. 9) ocHOBaHAa Ha YPOBHSIX KJIMHUYECKOU
3(DOEKTUBHOCTH.

Hakonel, 06e cocrapisiiolive Kiaccupukauum pe-
KOMEHIAaIlMi M YPOBHEH MOKA3aTeIbHOCTH MArOT IIOJI-
HYIO XapaKTepUCTUKY KaxKI0ro Bua JedeHus (tad. 10).
Knacc pekoMeHnmaiuii He ykasaH IJIsl JIEKapCTB, KOTO-
pble B HacTosllee BpeMsl TOJbKO u3ydawotcs B PKH.
Taxcke MpUBeIeHBI TTOKA3aHMS JUIST KaXKIOTO BUIA JIede-
HUsI, TIPUHATHIC B OTIEIBHBIX cTpaHax (Tabm. 11).

00wwe meponpusTUs

OO0111e MEpONpPUSATHS BKIIOUAIOT OTrpaHUYCHUE BIIUSI-
HUs ycyTryOoJsiiolnx (akKTOpoB U BHEITHUX BO3AEHCTBUI

Ha 60JbHbIX ¢ JIAT. Kak u B Ipyrux KIMHUYECKUX CUTY-
aluusIxX, 3Ha4eHWe TaKWX MEPONPUITUI HE MCCIeI0Ba-
JIOCh Ha Hay4YHOII OCHOBE, M peKOMEHIAIINN OCHOBAHBI
TOJIbKO Ha MHEHUHM SKCITEPTOB.

Knacc pekomennanmii I1a; ypoBens 1oka3zarensHoctu C.

Qusuueckas axmuenocms., OcTaeTcsl HESICHBIM, MO-
KeT N (pr3mIecKas aKTUBHOCTb OKa3bIBaTh HEraTUBHOE
BIMSHUE Ha pa3BuTHe U niporpeccuponanue JIAL. OmHa-
KO cienyeT u30erathb MosiBACHUsT TaKUX HeOJarompusT-
HBIX CHUMIITOMOB, KaK TsDKeJasi ONBIIIKA, OOMOPOKH M
0ol B TPyOHOU KieTke. s mommepskaHuss HOpMaslb-
HOTO COCTOSTHUS CKEJIETHOI MYCKYJIaTyphl (DM3NIECKYIO
Harpy3Ky HeoOXOAMMO OrpaHUYUTh YPOBHEM, HE BbI3bI-
BalOIMM HMKAKMUX MATOJOTUYECKMX TposiBiIeHUit. Cre-
IyeT n30eraTh (PU3NIeCKUX HArPy30K MOCIIe TIprueMa M-
I WIX B YCIOBMSAX SKCTPEeMajbHOM TeMIlepaTyphl
Bosayxa. [Tondop ypoBHS (pU3NYECKON aKTUBHOCTU MO-
KET YIYYIIATh Ka4eCTBO KM3HM OOJIBHBIX M CHU3UTH
JaCTOTY MATOJIOTMIECKUX TTPOSTBICHUIA.

Ilymewecmeus / eévicomHole ycaosus. [MTIOKCHUST MO-
JKeT YCWIMTD Ba30KOHCTPUKIIMIO y 00JbHBIX ¢ JIATL, mos-
TOMY PeKOMEHIyeTCsl U30eraThb rurooapuyecKoil TMIoK-
CHM, KOTOpasi HAUYMHACT MOSIBIIITHCSI Ha BBICOTE MEXIY
1 500 1 2 000 M Hax ypoBHEeM Mopsi. B canoHax naccaxup-
CKHX CaMOJIETOB YCJIOBUSI 9KBUBAJIEHTHBI BHICOTE MEXIY
1 600 1 2 500 M, mO3TOMY CJIEAYET UMETH B BUIY HEOO-
XOOUMOCTh KUCJIOPOAOTEpaITid BO BpeMsI TIEPEICTOB Y
6oabHbIX ¢ JIAL IlnaHupys myreiecTBue, cieayeT Co-
OpaTh MH(pOpPMaLMIO O OJMXKaMIIeil K MeCcTy Ha3Haye-
HUS KIMHUKE, 3aHUMatoleiics seyenuem JIT.

Ipoguraxmura unghexyuii. Y 6onbHbIX ¢ JIAT BbICO-
KU pUCK pa3BUTUSI THEBMOHUM, KOoTopast B 7 % ciyda-
€B MPUBOIUT K JIETAIbHOMY MCX0My. JlerouHble MHGbEK-
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IIMU Y TaKUX OOJIbHBIX TUIOXO TIEPEHOCSITCS U TPEOYIOT
aKTUBHOTO paclio3HaBaHUs U JieueHus. Pexomennyercs
BaKLIMHALIMS MPOTUB TPUIIA U MPOTUB MHEBMOKOKKA.
B n11000M cityyae IUTENbHOM JIUXOPaaKU Y O0JIBHOIO C
BHYTPUBEHHBIM KaTETEPOM JIJIsI TIOCTOSTHHOTO BBEICHUS
SMOMPOCTEHOJIA CJIEAYET MCKI0YaTh WHOUIMPOBAHUE
KaTerepa.

bepemennocmo, Konmpons poxcoaemocmu u nocmme-
Honay3anvhaa mepanusa [100]. bepeMeHHOCTb U POIBI Y
00mbHbIX ¢ JIAT CBSI3aHBI C TOBBIIIIEHHBIM PUCKOM yXY/I-
meHust coctossHust u cmeptu [101, 102]. Hecmotps Ha
COOOILLIEHUST B JIUTEpaType 00 YCIeIIHOM TeyeHuu Oe-
peMeHHocTtu y OosibHbIX ¢ WMIJIAT [103], XeHuHam
NETOPOJHOTO BO3pAacTa HACTOSITEIbBHO PEKOMEHIYIOTCS
COOTBETCTBYIOIIME METO/Abl KOHTPOJSI POXIAEMOCTH.
Cyl1ecTByeT coraiieHue Mexy KIMHUYECKUMU PyKO-
BOACTBaMU AMEpPUKAHCKOUW accoluaivu cepaua (Ame-
rican Heart Association) 1 AMEpUKaHCKUM KOJIIEIKEM
KapJIHUOJIOTOB, KOTOpbIe PEKOMEHAYIOT M30eraTh Oepe-
MEHHOCTH, a XXEHIIMHAM C IMaHOTUYECKUMU BPOXKIEH-
HBIMM TIOpoKamu cepana, JIT' u cuaapomom DitzeHMeH-
repa — mnpepbiBaThb. KoHceHcyc akcneproB ESC mo
BEJCHUIO CEPJICUHO-COCYIUCThIX 32a00JIEBaHUIA BO BpEMS
OepeMEHHOCTH TTOTYEPKUBACT, UYTO TSDKEJIbIEe JIETOUHBIC
COCYIMCThIE TIOPaXeHUs, KaK TaBHO U3BECTHO, SIBJISTIOT-
¢ nnpuunHoi cmepTtu Marepu B 30-50 % [104]. OgHako
0 Haubosiee MPUEMJIIEMOM METOAE KOHTPOJIS poXkKiae-
MOCTH y TaKMX XKEHIIWH €IWHOTO COIIAIIEHMS] MEXIY
9KCIepTaMu HeT. be3omacHOCTh TOPMOHATBHOW KOHT-
palerniuy OCTaeTcsl CIIOPHOU M3-3a ee MPOTPOMOOTH-

Knunnyeckue pekomenpaumm

yeckoro BiausgHus. C Apyroil CTOPOHBI, CYIIECTBYIOIIAS
CErofHs JOCTYITHOCTh KOHTPAICIITUBOB C HU3KUMU J10-
3aMM 3CTPOT€HOB M OJHOBPEMEHHAasl IepopasibHas aH-
TUKOATYJISIHTHAsl Tepanusi MOTYT CHU3UTh PUCK ITHUX
npemapatoB. HemaBHO TpoBeaeHHBIC MCCICAOBAHUS C
y4acTheM OOJIBIIOTO YHMcja OOJbHBIX HE CMOIJIM BBI-
SIBUTb B3aMOCBSI3M MEXIy HCMOJb30BaHUEM TOPMO-
HaibHbIX KoHTpauentuBoB u JIAT [105]. HekoTtopnie
SKCIEPTHI BEICKA3BIBAIOTCS 3a IPUMEHEHNE KOHTpAIeI-
TUBOB, HE COAEPKAIINX 3CTPOTCHOB, WJIN XUPYPIUIeC-
KYI0 CTEepUIM3AlLUI0, WIM OapbepHbIe KOHTPALETUBHI.
OcraeTcst HesICHBIM, MOXKHO JI PeKOMEHI0BATh TOPMO-
HAJIBHYIO Tepanuio XeHuHaMm ¢ JIAI B mocTtMeHormnay-
3aJIbHOM Tiepuozae. BeposiTHO, ee MOXHO ITPOBOIUTH
TOJIbKO B CJy4dasiX HEMepeHOCMMOCTU MEHOIIay3albHbIX
CHMIITOMOB Y TOJIbKO BMECTE C aHTUKOATYJISTHTAMU.
Yposenv eemoenodbuna. bonpnbie ¢ JIAI' BBICOKOUYB-
CTBUTEJIbHBI K CHUXKEHUIO YPOBHSI reMorjioounHa. JIroboit
TUI aHEMUU JIETKOM CTENeH!U ClIeayeT aKTUBHO JICUUTh.
C npyroit CTOpOHBI, OOJbHBIE C IJUTENBHO CYILIECTBYIO-
el TUTIOKCHEH, HAaIlpUMep MPH IIIyHTUPOBAHUM KPOBU
CIIpaBa HaJIEBO, CKJIOHHBI K Pa3BUTHIO SPUTPOILIMTO3a C
MoBbIIIEHUEM TemaTokpuTa. Ilpym Takux oOCTOsITENb-
CTBaxX, €CJIM Y OOJIBHOTO ¢ KIMHUYECKUMU TTPOSIBJICHUSI -
MM 3PUTPOINTO3a (TOJIOBHASA 00JIb, CHUKEHHOE BHMMA-
HUE) TeMaTOKPUT Bblille 65 %, rnmokasaHbl (eGoToMun
(cM. pasnen o cuHapomy DiizeHMeHrepa) [106].
Conymcmesyroujue nexapcmeennvie npenapamol. Cie-
IyeT M30eraTh Ha3HAUCHMS JICKApPCTBEHHBIX IIperiapa-
TOB, KOTOpbIE€ B3aMMOICICTBYIOT C II€pOpaIbHBIMU

Tabauua 11
Iloxazanus 045 pazauuHsIX 61008 Ae4eHUs, NPUHAMbBLE 6 OMOEAbHBIX CINPAHAX
Bup, neyenus CrpaHa Moka3zaHus
Tuonorus ®yHkumoHanbHbii knace no NYHA / BO3

MepopanbHbie aHTUKOAryNIsHTbIa - - -
OuypeTtnku - - -
[Lmrokcux - - -
Kucnopop? - - -
AHTaroHucTbI KanbLus® - - -
AnonpocTeHon EBpona? WNAT -1v

CLLA, KaHapa WNAT v JIAT npu 3CT -1v
TpenpocTunun CLLUA JNIAT 1-1i-v
WUnonpocT (MHransLMoHHbIi) EBponeiickuii coio3 WNAT 1

AscTpanus WNAT, NAT npu 3CT n XTI -1v
WnonpocT (BHYTPMBEHHBIA) HoBas 3enanaus AT -1v
Bepanpoct Sinonus, Kopes WNAT 1-Hi-v
BoceHTaH EBponeiickuii coio3 JIAT ® n

CLUA, KaHapa JIAT -1v
CuTakceHTaHp -
AmGpuceHTaHp, -
CunpeHadun -

Kom6uHnpoBaHHas Tepanus -
BannoHHas npeacepaHas centocTomus -
TpaHcnnaHTaums nerkux -

Mpumeyarme: XTI — HeonepabenbHas XpoHuyeckas Tpomboambonudeckas JIT; @ — snonpocTeHon B EBpone He 3aperncTpuposaH EBponeiickiv AreHTCTBOM Mo NIekapcTBaM kak
LIGHTPaNN30BaHHOE NEYEHIE, HO PA3PELLIEH B PA3NIN4HbIX €BPONEICKUX CTPaHaX Ha MECTHOIA OCHOBE; © — addekTBHOCTL fokazaHa npu VAT 1 JIAT npn 3CT 6e3 BbIpaxeHHoro

MHTEPCTULIMANBHOrO NOPaXEeHNs Nerkux.

http://www.pulmonology.ru
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

AHTUKOATYJITHTAMM WJIM YBCIMYMBAIOT PUCK XKEIIyI0d-
HO-KHUIIIEYHBIX KPOBOTeUeHMM. Jlaxke eciu HeCTECPOUI-
HbI€ ITPOTUBOBOCHATUTENIbHBIE MTpenapaThl, 10 JaHHBIM
OJIHOTO CJlydail-KOHTpoJupyemoro uccienoBanus [105],
Mo-BUAUMOMY, He cBsizaHbl ¢ JIAI, ux npuMeHeHue y
OOJIBHBIX C HU3KMM CEpACYHBIM BHIOPOCOM U IIpepe-
HaJIbHOM a30TeMuell MOXET CHM3UTh KIyOOuKOBYIO
uabrpamio. AHOPEKCUTEHBI, KOTOpbIE CBSI3BIBATU C
passutueMm JIAT, Teriepb U3bATHL U3 NpoJaxu. BiusHue
HOBBIX ITOKOJICHUI aHOPEKCUTEHOB Ha OCHOBE CEPOTO-
HuHa Ha JII' moka Heu3BECTHO, HO COOOIIEHUST O CBSI-
3aHHBIX C JIETOYHOU TaToJIoTHel TOOOYHBIX 3heKTax
STHX IIpernapaToB IO HACTOSIIEr0 BPEMEHU OTCYTCTBY-
10T. DHEKTUBHOCTh COBPEMEHHOTO JIeUeHUs "IBYXKe-
JYIOYKOBO" cepAeuyHOll HEeIOCTaTOYHOCTH MHIMOUTO-
paMu aHTMOTEH3WHIIpeBpallampliero ¢epMeHra u
pB-6nokaropamu y 6ompHbIX ¢ JIAT He mokasana [107].
C mpyroit CTOpOHBI, SMIUPUYECKOE HAZHAUEHUE ITUX
npenapaToB, Jaxe B HU3KUX J03aX, MOXET MPUBECTU K
TSDKEJIBIM MTOOOYHBIM 3(hheKTaM, TaKUM KaK TUIIePTeH-
31 1 IPABOXETYI0UYKOBask HEMOCTATOUHOCTh, 1 TIO3TO-
My He PEKOMEHIYeTCsI.

Ilcuxonoeuueckas nomowp. CpeHU BO3pacT OOJIb-
HbIX ¢ JIAT coctaBisgeT okono 40 jet, U orpaHUYeHUE
GU3MUeCcKOl aKTMBHOCTH 3HAYMTEIFHO MEHSIET MX 00-
pa3 xxu3Hu. Kpome Toro, 3a9acTyio OHU ITOJTYJIalOT MH-
¢dopmanmio 00 ux 3a00JeBaHUM U3 Pa3TUUYHBIX HEMPO-
eccuoHaNbHBIX MCTOYHMKOB, KOTOpasi He Bcerma
noctoBepHa. [1o aTuM npuurHaM MHorue 60abHbIe JIAT
CTpamaioT OT Pa3IMYHBIX TPEBOXHBIX WIM NEIIPECCUB-
HBIX COCTOSIHUI, KOTOPbIE CYIIIECTBEHHO BAMSIOT Ha Ka-
YEeCTBO MX XKM3HM. B CBA3M ¢ 9TMM OuYeHb BaKHa POJIb
SKCIIEPTOB B IIPEAOCTABICHUM OOJBHBIM aaeKBaTHOM
nHpopmaumu [108] 1 Ipu HEOOXOIMMOCTH HarmpaBlie-
HUU K TICUXOJIOTY WY IIcuxuaTpy. s mpaBUIbHOIO MO~
HUMaHMS 3a00JIeBaHUSI M OTHOILIEHUST K HEMY OOJIbHBIX
TaKKe TI0JIE3HO CO3MaHNe TPYITI MOIACPKKHA OOJIBHBIX 1
HX ceMe oIl pyKOBOJICTBOM IICHXOJIOTa WJIX TICUXHAaTpa
1160 6e3 Takosoro [109].

Hzoupamenvuas xupypeus. Jlaxe pu OTCYTCTBUU CO-
OTBETCTBYIOIINX HCCIICAOBAHUIA IIpeAIiojaraeTcs, 4ro
n30upaTeIbHasI XUPYPIUsT HECEeT ITOBBIIICHHBIM PUCK
st 6oabHBIX ¢ JIALL KpoMme Toro, puck elie 6oJiee yBe-
JMYUBAETCS C HapacTaHueM (byHKIIMOHAJIBHOTO Kjacca
no NYHA u B cityyasgx Xupypru4eckKux BMEIIATETbCTB
Ha TpyaHO# u OprouHo#i nojoctax. [Toka He sicHO, Ka-
KOl THUIl aHecTe3uM OoJiee XKejaTeJeH, HO BEpOSITHO,
AMUIYypabHAs aHECTe3Us JTydllle TePEeHOCUTCS OOJTbHBI-
Mu, 9eM obmast. O01mast aHecTe3usl JOJDKHA ITPOBOIUTh-
CsI OTIBITHBIMM aHECTe3MOJI0TaMM TIPY MOINECPKKE SKC-
neptoB no JII' misi mombopa amekBaTHOI Tepamuu B
clydae BO3MOXHBIX OCJIOXHeHU. BosibHbBIe, TToTyJalo-
II¥e BHYTPUBCHHBINA S3IOMPOCTEHON WM ITOIKOXHEIS
WHBEKINU TPEIIPOCTUHMIIA, UMEIOT MEHBIIIE TIPOOJIeM,
YyeM MalMeHTHI, MoJyJalolie MepopajlbHyl0 UM MHTra-
JSILIMOHHYIO Tepanuio. B mocienHeM cirydae BO3MOXHBI
MpoOJIeMbI ¢ Ha3HAYCHUEM CPEICTB [UIST KPaTKOBPEMEH-
HOro HapKo3a U BCIIOMOrartejibHOi BeHTusiuueit. Eciu
npeamnoiaraeTcs anuTeabHoe (6osee 12—24 4) npeObiBa-

HUe TanueHTa 0e3 JieYeHUs, peKOMEHIYeTCsI BpeMeH-
HbI IEpeBO/l HA BHYTPUMBEHHYIO TEPANMIO C MOCIENYIO-
IIMM BO3BpallleHUEM K MepBOHAYAIbHBIM MpernapaTaMm.
JleueHue aHTUKOAryJsIHTAMU cCJeayeT IpepbiBaTh Ha
BO3MOXHO MEHBIIHMI MEepHOI U IPU 3TOM IIPOBOIUTH
podUIAKTUKY TPOMOO3a TITyOOKMX BEH.

®apmakonoruyeckoe neyenue
Jleyenue nepopanbHbIMU AaHTUKOATYNAHTAMW

Llenecoobpa3sHOCTb MPUMEHEHHUS TIEPOpaIbHON aHTUKO-
aryJISHTHOU Tepanuu y 60abHbIX ¢ JIAT 00bsicHSIeTCS Ha-
JIMYAEM TaKUX TPAIUIIMOHHBIX (haKTOPOB PUCKA BEHO3-
HOM TpoMOO3MOOJIMK KaK cepiedyHas HeJOCTaTOUHOCTh
U CUISIYMA 00pa3 XU3HU, a TaKXKe IpeapacrionoxeH-
HOCTBIO K TpoMO0aMboauu [41, 42] u TPOMOOTUYECKUM
W3MEHCHMSIM B CHUCTEME JITOUHON MUKPOIUPKYISIINT
[5, 6] u B aymacTnyeckux JgerodHsix aprepusx [110].

TToaTBepxaeHUE TOJOXUTEIbHOIO 3¢deKTa Tepo-
paJbHOUM aHTUKOATYJISIHTHOW Tepanuu y OOJbHBIX C
WJIAT unu JIAT, cBsizaHHOI C MPUEMOM aHOpPEKCUTe-
HOB, TIOJIyY€HO B PETPOCIIEKTUBHOM aHAIM3¢ OMHOIICHT-
POBBbIX MccenoBaHuii [79, 111, 112]. OTu ucciaenoBaHus
He OBbUTM paHIOMM3UPOBAHHBIMM, U B HUX OBbLIW BKJIIO-
yeHbl ToJbKO 0obHble MJIAT u JIAT, cBSI3aHHOI ¢ Tipu-
€MOM aHOPEKCUTEHOB.

MexayHapoaHOe HOPMalM3allMOHHOE OTHOILEHUE
(MHO) y 6onbHbIX ¢ MJIAT BapbupoBao ot 1,5 no 2,5
B OOJIBITMHCTBE KIIMHUYECKNX eHTpoB CeBepHOIT AMe-
puku 1 ot 2,0 1o 3,0 B EBpomneiickux KIMHUYECKUX
LIEHTpaXx.

Hoka3aTenbcTBa HEOOXOMMMOCTH AHTUKOATYJISTHTOB
y 60sibHBIX ¢ MJTAT” MOXHO 3KCTpanoaMpoBaTh Ha 00Jb-
HBIX ¢ apyruMu ¢popmamu JIAT TIpu yCIOBUU TIIATENIb-
HOI OLIEHKU COOTHOIIIEHUS PUCKA U MOJIb3BI.

Tak, TIPUHATO CYUTATh, YTO PUCK XKEIYIOUHO-KH-
1LIEYHOr0 KPOBOTEUEH NSl MOBbIIIAETCS y 00JIbHBIX € JIAT,
cs13anHHolt ¢ 3CT. bonbHbie ¢ JIAT Ha (poHe BpoXIEH-
HBIX TIOPOKOB Cep/lla ¢ BHYTPUCEPACYHbBIM LIIYHTUPOBA-
HUEM HMEIOT IOBBIIIEHHBII PUCK KPOBOXapKaHbs, a
TaKkKe PHUCK ITapamoKCaJbHON JIETOYHOW 3>MOONMMU U
TpoM0o03a 1epedpaibHbIX BeH [77]. boibHbIe ¢ mopTo-
MYyJbMOHQJIBHON TUIIEPTEH3UEN MMEIOT IOBBIILIEHHBIA
PUCK XeTyTOYHO-KHUIIIEUHBIX KPOBOTEUEHMIA 32 CUET Ba-
PHUKO3HOTO PACIIMPEHUSI BEH M TPOMOOIIUTOICHUM.
Bonbubie ¢ JIAL, mosydaroiiye MOCTOSIHHYIO Teparuio
BHYTPUBEHHBIM 3IOMNPOCTEHOJOM, MpPU OTCYTCTBUU
MPOTUBOIOKA3aHMI TOXe HYXKIAIOTCS B aHTUKOATYJISTH-
Tax, XOTS OBl M3-3a IOIOJHUTEIFHOTO pHCKa TPOMOO-
30B, CBSI3aHHBIX C TTOCTOSTHHBIM KaTETEPOM.

B HenaBHO BeinoHeHHbIX PKU nepopanbHble aHTH-
KOAaryJsTHThI Ha3Hauanuch 51—86 % GosibHbIX. MHTEepec-
HO, YTO HAMOOJIbIIasl PacIIPOCTPAaHEHHOCTh ITepOpPaIb-
HOIl aHTHUKOAryjJasHTHOI Tepanuu HaOJawganach B
HMCCJIENOBAHUSIX C yJacTHEM IIPEUMYIIECTBEHHO 00JIb-
Heix ¢ WUJIAT 1II u IV dyHKIMOHATBHBIX KJIaCCOB IO
NYHA, a camas HuU3Kast — B UCCJIeIOBaHUSIX, BKIIOUAB-
IINX TOJBKO OOJIBHBIX cO ckieponepmueii [113]. Craemy-
eT o0paTUTh BHMMAaHME Ha TO, YTO NaHHbIE O Pa3HOM

28

Mynemononorus 6°2006



93¢ (HEeKTUBHOCTU TTePOPATLHON aHTUKOATYJISTHTHOW Te-
panuu B 3aBUCUMOCTU OT (DYHKIIMOHAIBHOTO Kjacca
WM IPYTUMX KPUTEPUEB TSKECTU OTCYTCTBYIOT.

Hnsa NIIAT: knacc pekomenaanuii I1a, yposenb moka-
3areasnoctu C; ms npyrux dhopwm JIALL kinace pekomen-
nammii 116, ypoBens noka3aremsHocTa C.

JunypeTukun

Y OONBHBIX C JEKOMIICHCAIIE ITPaBOXKEIYIOUKOBOM
HEIOCTaTOYHOCTHU BO3HUKAET 3a7ePKKa XUIKOCTU B Op-
TraHW3Me, YTO BeAeT K IOBBILICHUIO LIEHTPaJbHOIO Be-
HO3HOTO NaBJIEHUs, 3aCTOI0 B OpraHax OpIOIIHOM Mo-
JIOCTH, TepudepruIecKuM OTeKaM M 3aTeM K acIIUTY.
CoOOTBETCTBYIOIIAST TUYypEeTUUYECKas Teparus y OOJIbHBIX
¢ JIAT' u mpaBoXey10uKOBO HETOCTaTOUHOCTBIO TaeT
OTYETIMBBIA KIMHUYECKU U CUMITOMATUYECKUIT 3¢~
GeKT M peKOMEHIYETCST TaKe IPU OTCYTCTBUM CIICIIH-
anbHbiX PKU. B nocnennux PKU, mocssiiieHHbIX HO-
BbIM MeTofaM JieueHust, 49—70 % OOJbHBIX IOJyYallu
auypetuku. OgHaKO HEAOCTAaTOK HCCIeAOBaHUN IO
KOHKPETHBIM KJIaccaM JUYPETUKOB Y 00JbHBIX ¢ JIAT u
WHOUBUIyallbHAS BapraOeIbHOCTh UX 3P (MEKTUBHOCTU
OCTaBJIsIeT BBIOOD MpemnapaTa U T03MPOBOK Ha YCMOTpe-
HUe Bpaya. Y OOJIbHBIX, TTOJyYalolIUX Teparnuio auype-
TUKaMU, CJICAYeT CTPOTO KOHTPOJIUPOBATH SJICKTPOJIUTHI
CBIBOPOTKM KPOBH 1 TTOYCTHYIO (DYHKIIUIO.

Knacc pekomennanmii I, ypoBensb nokazareabnoctu C.

Kucnopop,

BonpmmmuacTBO 60MBHEBIX ¢ JIAT (kpome JIAT Ha doHe
BPOXIEHHBIX [IOPOKOB CEPALIA) B COCTOSTHUM MOKOSI MO-
TYT MMETh TOJIBKO JIETKYIO CTeTieHb runokcemuu. [laTo-
(uszmosornuecKkue MeXaHu3Mbl B 3TOM CJlydae BKJIIOUa-
0T HU3KYIO CaTypalMio CMEIIaHHOM BEHO3HOM KPOBHU 3a
CYET HU3KOTO CEPJEYHOro BbIOpOCa WU MUHUMAIbHBIC
U3MEHEHUsI BEeHTWISILLMOHHO-TEep(hy3MOHHOIO OTHOIIIE-
HUS. Y HEKOTOPBIX OOJbHBIX C BBIPAXKEHHOU TUIIOKCE-
MHEll MOXeT OOHApYXWBAThCSl BTOPUYHOE OTKPBITUE
OBaJIbHOTO OKHa. ¥ 60sbHBIX ¢ JIAT Ha boHe BpoxkaeH-
HBIX TTOPOKOB Cep/Ilia TUITOKCEMUS CBSI3aHa C IITyHTUPO-
BaHUEM KPOBU CJIeBa HAIIpaBO U, KakK MPaBWIIo, pedpax-
TepHA K TePANMU MHTATSALAOHHBIM KACIOPOIOM.

B HacTosiiee BpeMst OTCYTCTBYIOT IOCTOBEPHbBIE CBE-
neHust 06 3(PHEKTUBHOCTU JUTUTEIbHONH KUCIOPOAOTE-
panuu y 60sbHBIX JIALL XOTS y HEKOTOPBIX OOJBHBIX C
JIAT otmeyaeTcs yiydileHUe COCTOSTHUSI Ha (hOHE HU3-
KOTIOTOUHOUM KMCJIOPOAOTEPAUU, 3TU PE3yJIbTaThl HE
MOATBEPXKIEHBI B KOHTPOJIMPYEMBIX HCCIEIOBAHUSIX.
OpHakKo B 1IEJIOM TIPEICTABIISIETCST BaXKHBIM TIOIEPXKM -
BaTh caTypaluio KUCJIOPOJa B JIOOBIX YCIIOBUSIX BBIIIIE
90 %. bojee criopHO UCII0Jb30BaHKE KUCIOPOAa Y 00JIb-
HbiX ¢ JIAI' Ha oHe BHYTpUCEpAEYHOTO IIIYHTUPOBAHUS
kpoBu. PaKTUUECKN B KOHTPOJIUPYEMBIX UCCIIEIOBAHN -
SIX y OOJIBHBIX C CUHAPOMOM DH3eHMeHTepa KUCIOPOI0-
Tepanusi B HOUHbIE Yachl HE BIMsIA HA FeMaTOJIOTMYec-
KWe IoKa3aTeiu, KayeCTBO KM3HU M BBIDKMBAEMOCTh
[114]. B nmo60oM ciydae a¢hdeKT MOCTOSTHHOM Tepanuu
KHCJIOPOJIOM Y TaKUX OOJIbHBIX HEBBISICHEH.

Knacc pekomennanmii I1a, ypoBennb nokasareapHoctu C.

Knunnyeckue pekomenpaumm

CeppaeyHble ruko3uabl n 4o0yTamMuH

ITockonbKy MpU MPOrpecCUpPOBAaHUM MTPABOXKETYT0UYKO-
BOI HEIOCTATOYHOCTY CHUXXKEHUE COKPATUTEIbHOM CITO-
COOHOCTH MHOKapAa SIBISIETCS OMHUM 13 OCHOBHBIX MO-
MEHTOB, IJIS JICYEHUSI 3TOTO COCTOSHHS TOKa3aHBI
MHOTpOMHbIEe mpernapaThl. KpaTKoBpeMeHHOE BHYTPHU-
BEHHOE BBeleHUe AurokcruHa 6oabHbIM ¢ MJTAT BbI3bI-
BacT yMepPEeHHOE IOBHIIICHUE CEepICIHOro BHIOpOca U
3HAYUTEJbHOE CHIXXCHHUE YPOBHS LIMPKYJIUPYIOIIETO
HopaapeHanuHa [115], omHako uHbopMmalius 06 apdex-
TUBHOCTHU JUTUTEJIbHOTO Ha3HAUYE€HUST JUTOKCUHA OTCYT-
CTBYeT. AHAJIOTUYHBEIM 00pa30M HMCITOIb30BaHME TIpeTia-
paToB auruTanuca y 6onbHbIX ¢ JIAI 1 pedpakTepHOit
MPaBOXEJTyI0UKOBOI HEIOCTAaTOUHOCThIO OCHOBAaHO B
MEPBYIO OUepeb Ha OIbITE Bpaueil, a He Ha HAy4HbIX J10-
KazaTeabcTBax 3(PGHEKTUBHOCTU. UTUTATIUC MOXET
Ha3HavaThCs B PEAKUX caydyasx y 6onbHbIX ¢ JIAT 1 Mep-
LIAHWEM WJIM TPENETAaHUEM IPEACEPAUMN UIsT YPEXKEHUS
YacTOThI XKeJyIOYKOBBIX COKpalleHUl. JIMTOKCUH Ha3-
Hauajcs 18—53 % OobHBIX, Y4aCTBOBABIIMX B MOC/IE/I-
aue PKU 1o JIAIL. BonbHbIe ¢ KOHeuHOI ctagueii JIAT
B OOJIBIIIMHCTBE JKCIEPTHBIX KJIMHUYECKUX LIEHTPOB
MoJTyYalii BHYTPUBEHHBINM go0yTamuH [116]. Takoe se-
YEeHNE YacTO IMPUBOIUT K KIMHUUYECCKOMY YIYUIIICHHUIO
PA3IMYHOM MPOJOJKUTEIILHOCTH, KaK IIPU TSKEJIOU Jie-
BOXXEJYIO0YKOBOI HETOCTATOUHOCTH.

Knacc pekomennaumii 116, ypoens nokazarenabnoctu C.

AHTaroHUCTBI KanbLms

Tuneprpodust Menuu B MEJIKUX JIETOYHBIX apTePUsIX Ha-
psiny co cHrkeHueM JICC nocie Ha3HauyeHus Ba3oauia-
TaTopoB mo3BosvIa [layao Bydy mHoro yiet Hazaz [34]
pa3paboTaTh TMIIOTE3Y Ba30KOHCTPUKIIMU KaK OCHOBY
naTtoreHesa u narogusunonorun MJIAT. CerogHst moHsIT-
HO, 4TO TOJIbKO y HeOoJibloi yacTtu 600abHbIX ¢ MJTAT
TPaIULIMOHHBIC Ba30IMJIATATOPHI, TaKMe KaK aHTaro-
HUCTHI KaJIBIIYsI, MOTYT BBI3BaTh KIIMHUYECKU 3HAUMMOE
cHmkeHue JJIA U1 cBgI3aHHOE C 3TUM CTOMKOE KJIMHMU-
YeCcKoe YIydllleHUe.

[MoMoXUTETbHBI KIMHUYECKUI M IIPOTHOCTUYEC-
Kuii 3(pdekT BBICOKMX T03 aHTATOHUCTOB KalbLUS Y
o6onbHbIX ¢ UJIAT 1 mosioXUTeNIbHOM peaklueil Jerod-
HBIX COCYIIOB (OIHMCaHUE TIOJIOXKUTETLHOTO OCTPOTO TeC-
Ta Ha Ba30PEaKTUBHOCTb CM. B pazzesne "JInarnoctuka')
MOKa3aH B OMHOLICHTPOBBIX HEPAHIOMM3MPOBAHHBIX HE-
KOHTPOJMpPYeMbIX HccaenoBaHusax [81, 79, 92, 117].
B aTux ucciaenoBaHusIX TpyImIia cpaBHEHUs ObLIa TIpe-
cTaBJcHa OOJBHBIMU 0€3 ITOJOKUTCIBbHON peaKIuu
B TeCTe Ha Ba30peaKTUBHOCTb, KOTOpPHIE caMU IO cebe
MOTJIM MMeTh OoJjiee HeOJaronpusTHbIA IPOrHO3 IO
CPaBHEHUIO C TallMEHTAMM, OTBETMBIIMMU TIOJOXM-
TeJIbHO Ha BazomwiataTopsl [92]. OgHako 3Ta rumnoresa
HE MMEeT YeTKOTO IOATBEePKACHUS, 00jIee TOro, Mpei-
CTaBJISIETCSl HEA3TUYHBIM IpeKpallaTh JeYeHUE BbICO-
KHMMM JI03aM1 aHTarOHUCTOB KaJIbI1sl O0OJILHOMY CO CTa-
OunbHbIM cHUXeHueMm JIJIA, moJlydyeHHBIM B OCTpPOiA
dapmakonornuyeckoii mpode, ¥ MPOBOAUTH ILIAlEOO0-
KOHTPOJIMPYEMbIE€ CCIeI0OBaHUs Y TaKKUX OOJIbHBIX [98].
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

B BEIIICONTMCAaHHBIX MCCICIOBAHUSIX ITPECUMYIICCT-
BEHHO HCIIOJB30BAINCh HUGDEOUIIMH U IWITHA3EeM, U
BbIOOp ocHOBBIBaicsl Ha ucxoaHoit YCC nauuenTa (pu
OTHOCUTEJIbHOW Opaavkapauu BbIOUpand HUGbETUUH,
MIPY OTHOCUTEIBHON TaXUKapOUU — OHUITHa3eM). 1036l
3TUX TIpenapartoB, 3pdekTuBHbIe B oTHOIeHUN WUJIAT,
OBbLIM OTHOCUTEJIbHO BBICOKUMM — A0 120—240 mr/cyT.
i HudbenunuHa u 240—720 Mr/cyT. misg OuiaTHA3eMa
[79]. PexoMeHnmyeTcs y OOJBHBIX C IMOJOXUTEIbHBIM
TECTOM Ha Ba30pEaKTUBHOCTHh HAYMHATh ¢ HU3KMX J03
(30 Mr Hu(peaUNUHA ATUTEIBHOTO ACHCTBUS ABAXKIbI B
neHb uian 60 Mr auithasema 3 pasa B J€Hb) U OCTOPOXK-
HO TTOBBIIIATH X B TEUCHNE HECKOIBKIX HEIeb 10 MaK-
CUMaJbHO MepeHocuMoro ypoBHs. PakTopamm, orpa-
HUYMBAIOIIMMU JajibHeillllee HapalluBaHUE 1035,
OOBIYHO CTAHOBSITCS CUCTEMHAsi TUIOTEH3US W OTEKU
HIDKHUX KOHEYHOCTEH. B HEKOTOpBIX cayJasx MoOod-
HbIe 3(G@EKTh aHTATOHUCTOB KaJIbIIMSI MOXHO YMEHb-
IIUTh JOOABJIIEHWEM AUTOKCHHA U / WIW AUYPETUKOB
[119]. daHHble 006 2(bGhEeKTUBHOCTH, MEPEHOCUMOCTH U
3(GEKTUBHBIX 032X AaHTATOHUCTOB KaJIbIISI HOBBIX ITO-
KOJIEHUH, TAKUX KaK aMJIOAUTUH 1 (PeJIOAUTINH, OTCYT-
CTBYIOT.

Kaxk 65110 ckazaHo BhIIe (pasaen "Jlnarnoctuka”), B
1es10M TOJIBKO 10—15 % 6onbHbIX ¢ MJTAT mTo10oXuTeIb-
HO OTBEYAIOT Ha Ba30IMJIATATOPBI 1 TOJIHKO Y MIOJIOBUHBI
U3 HUX JJIMATEJIbHOE JIeUEHUE aHTarOHUCTAMU KalbLUs
HaeT CTaOMJIbHBINM KIMHUYECKUI U reMOJMHAMUYECKU A
3¢ dekT. [IpuHATO CYUTATh, UTO TOJIBKO B ATUX CIIydasix
PEKOMEHIYETCSI IMIPOAOIKEHHE JICICHNSI aHTaTOHUCTAMU
KaJIbLIMsI B KAYECTBE MOHOTEpAIIUU.

Y 6onbHbIX ¢ JIAT Ha done 3CT win BpOXIEHHBIX
MMOPOKOB Ccepala 1IeJecO00pa3HOCTh MPOBEICHUS OCT-
pOro TecTa Ha Ba30peakKTUBHOCTh MEHEE OYCBUIHA, YeM
y 60sbpHBIX ¢ UJTAT [81, 86]. OmHako aKCnepTh Iojiara-
0T, UYTO M B 3TUX CJIy4asx HY>KHO MCCJIe0BaTh OCTPYIO
peakLMIo Ha Ba3OAMIATATOPHI M TIPU ITOJOXUTESIHBHOM
pe3ysbTaTe OCTOPOKHO JICUUTh TEPOPATbHBIMI aHTaro-
HUCTaMM KaJIbLIYSI C TIIATeJbHBIM KOHTPOJEM Hand 3¢h-
(beKTUBHOCTbHIO U 0€30IMaCHOCThIO TAKOM Teparuu.

IMonoxutenbHble Pe3yabTaThl ITUTEIBHOTO Ha3Ha-
YEHMST BBICOKUX 03 aHTarOHMCTOB KaJIbIIUSI TaKXKe ObI-
nu nonydeHsl y geteit ¢ MJIAT [118].

Hns NIIAT: knace pekoMenaanuii I, ypoBeHb 10Ka3a-
teabHocTH C; myist npyrux dopm JIALL Knace pekomeHna-
umii 116, ypoBens nokazareapHoctu C.

CuHTETMYECKMI NPOCTALMKIINH 1 ero aHanorn

IIpocTalukinH BbipabaThIBAa€TCSI B OCHOBHOM 3HJIOTE-
JIMaJbHBIMU KJIETKaMU 1 BbI3bIBa€T MOIIHYIO Ba30aMIa-
TalMIo BceX cocynoB. Takxke OH sBJsIeTCS HauboJjee
CHJIBHBIM 3HIOTE€HHBIM MHTHOUTOPOM arperaiii TpOM-
OOLIMTOB U, MO-BUAMMOMY, 00iagaeT KaK LIUTOIPOTEK-
TUBHBIMM, TaK U aHTUNPOJIMepaTUBHBIMU CBOMICTBAMU
[120]. TTpu JIAT HapyiiaeTcss MeTaboaU3M MPOCTALIMK-
JUHA B BHIE CHIDKCHUS SKCIIPECCHUM ITPOCTAMKIMH-
CHHTETa3bl B JICTOUHBIX apTePUSIX U META0OJUTOB IIPOC-
tanukianHa B moue [13]. HecMoTpst Ha To, 4TO ocTaeTcs

HESICHBIM, SIBJISIETCS JIM HapyIICHUE PEryJISIINI MeTab0-
JIM3Ma NpOCTAUUKIMHA NPpUIMHON unu ciaeactsueM JIT,
9TO YOeaMUTEIbHBbIN IOBOA JJs TepaneBTUUYECKOro
MCMOJB30BaHUsSI MPOCTAUMKINHA y OoabHBIX C¢ JIAT
[NepBOoHAYaIPHO KIMHWYECKOE IPUMEHEHUE ITpOCTa-
LUKJIMHA (3MOIIPOCTeHOIa) OBUIO OCHOBAHO Ha €ro Ba-
30IMJIATUPYIOIIMX CBOMCTBAaX, JTOKAa3aHHBIX B KPaTKO-
BPEMEHHBIX MCCIIEI0BAHUSIX, U 3TOT "OCTphIii" 3hheKT
JaCcTO MCITOIb3YeTCs MPH MCCIeI0BAHUN PEaKTUBHOCTHU
COCyIOB MaJloro Kpyra KpoBooOpamieHus. C mapyroit
CTOPOHBI, 1aXKe MPU OTCYTCTBUU MOJOKUTEIbHON peak-
LIMM B OCTPOM TECTE C IMOIMPOCTEHOIOM Y OOJBbHBIX MPU
IUTUTETLHOM JICYCHNH MOXKET HAOIIOMaThCs KIMHUIEC-
Koe U remMoaumHaMmudeckoe yiydineHue [121]. dakTu-
YEeCKHU NJIMTEIbHOE BHYTPMBEHHOE Ha3HAayeHME OSIIOI-
pocteHona cHukaeT JICC HUXe YpOBHSI, TOCTUTAEMOTO
B OCTPOM TeCTe Ha Ba30peakTUBHOCTH [84]. O0bsicHeHME
TaKOIo pe3yJibTaTa OCHOBAaHO HAa MHTMOMPYIOIIEM BIIMSI-
HUM MPOCTALMKJIMHA Ha POCT, peMoIeaupoBaHUE U
00JIUTEepalIMIO COCYAOB, UTO OOJer4yaeT YaCTUYHOE BOC-
CTAaHOBJICHVE HAPYIIEHHBIX (DYHKIINI JIETOYHOM MUKPO-
mupKyasanun. OgHaKO TOYHBIM MeXaHM3M 3(h@PEKTOB
npoctauukianHa npu JIAIT Heu3BecTeH M, BEpOSITHO,
MHorodakTopeH. OH MOXET BKINYaTh pejlaKcalluio
TJIAIKOMBIIICYHBIX KJIETOK (OCTPYIO), TTOIaBICHUE arpe-
raiuyy TPOMOOIIMTOB, HOPMAIU3AIIUIO arperalioHHbBIX
HapylleHuii, "pa3douBaHue” TPOMOOLMTAPHBIX arpera-
TOB, BOCCTAaHOBJICHUE TTOBPEXICHHBIX SHIOTEIUATBHBIX
KJIETOK, TOPMOXEHHE MUIpalluy W TIpoiudepanuu
COCYIUCTBIX KJIETOK, UTO CIIOCOOCTBYET OOpaTHOMY pa3-
BUTUIO W3MEHEHUM JIEroYHbIX COCYAOB, YJydlllaeT
JgerouHbiit kiaupeHc ET-1, okasbiBaeT mpsiMOii MHO-
TPOMHBIN 3(hdEKT, yaydllaeT NoTpedIeHre KUCIopoaa
CKEJICTHBIMA MBIIIIIAMA W CHIMKAeT TeMOIMHaMUJecC-
Kyto Harpy3ky [13].

KnnHuyeckoe ucnonb30BaHUE MPOCTALMKIMHA Y
6osbHbIX ¢ JIAT pacimpunoch 6iarogapsi CHHTe3y CTa-
OMJIBHBIX aHAJIOTOB, 00JIAAIOIINX PAa3IMYHBIMU (hapMa-
KOKMHETUYECKMMU CBOMCTBAMHU, HO C KayeCTBEHHO
CXOAHBIMU (apMaKOAMHAMUYECKUMU dhdeKTaMu.
[MepBOHAYATBHBINM OMBIT MIPUMEHEHUS MIPOCTAIMKINHA
y 4YejioBeKa ObLI HAKOIUICH IPU MCIOJIb30BAHUU 3I10-
MPOCTEHOJIa, KOTOPBIN MpeacTaBisieT CO00i CUHTE3UPO-
BaHHYIO COJIb TPOCTAIMKIIMHA.

Dnonpocmenon. DIOTIPOCTEHOI SIBISIETCS CTaOWIIb-
HBIM JMO(DUIN3UPOBAHHBIM TIpemapaToM, KOTOPBIA
pacTBOpPSIETCSl BMECTE C ILEJOYHbIM OydhepoM (IIMIU-
HOM), YTO IT03BOJISIET BBOAMTH PAcCTBOP BHYTPUBEHHO.
B KpoBOTOKE 3ITOIIPOCTEHOI OBICTPO METAOOTU3UPYETCST
(gepe3 3—5 mmH). [IpemapaT coxpaHseT CTaOMIbHOE
COCTOSIHME TIPU KOMHATHOI TEMIIepaType TOJbKO OKOJIO
8 4, MosToMy ero HeoOXOMMO BBOIUTH HEMPEPHIBHO C
TIOMOIIbI0 WH(PY3MOHHON TTOMITEI (HAarpuMep, TTOMITBI
CADD®) u mocrosiHHOro Karetepa (XukmaHa). DIo-
MPOCTEHOJI MOACPKUBACTCS B OXJIAXKIECHHOM COCTOSI-
HUU C MOMOIIBIO OXJIaXarolleil ynmakoBku. [IpumeHe-
HUE TOJKOXHBIX KaTeTepOB C pe3epByapoM U
YPECKOXKHBIX UTJI, UCTIOJb3YeMBbIX IS UHTCPMUTTUPYIO-
1€l Tepanuu, He PeKOMEHIYeTCs.

30

Mynemononorus 6°2006



Db hEeKTUBHOCTh HETIPEPHIBHOTO BHYTPUBEHHOTO
BBEJICHUSI ATIOTIPOCTEHOJIA UCCIEN0BANIACH B 3 OTKPBITHIX
KOHTPOJUPYEMBIX KIUHUYECKUX WCCIENOBAHUSX VY
o6osbHbIX ¢ UJIAT [121, 122] u ¢ JIAT Ha dboHe ckiepo-
OePMUU U CXOAHBIX C Hell 3a0oneBanuii [113]; pesyabra-
THl IpUBEACHBI B Ta0a. 12. DIIOMPOCTEHOJ yIydIlaeT
KJIMHUYECKOE COCTOSIHUE OOJIbHBIX, MEPEHOCUMOCTh
GU3UYECKUX HArpy30K M reMOAMHAMUKY B OOEUX KJIH-
HUYECKUX CUTYalIUsIX U SIBJISIETCS] € IMHCTBEHHBIM JIeKap-
CTBEHHBIM MpernapaToM, KOTOphbIiA, mo gaHHbiIM PKMU,
yJIy4dlaeT BbIKUBaeMoCTh 600bHbIX ¢ MJTAT.

HenaBHo onyO0AMKOBaHBI Pe3yJbTaThl JICUEHUS
STOTMPOCTEHOJIOM JBYX OOJIBIIUX TPYIM OOJBHBIX C
WJIAH [77, 87]. OHu noka3anu, 4TO BBIXKUBAEMOCTbH B
TeyeHwue 3 JIeT cocTaBuia 0KoJIo 65 % U 3aBHceNa OT UC-
XOIHOW TSKECTU COCTOSIHUSI OOJIbHBIX, a TakKe OT ad-
dekToB Tepanuu 4yepe3 3 Mec. ABTOPbI MPEAIOIaraoT,
4TO OOJBHBIEC, OCTABIIMECS CHYCTSI 3 MecC. JIeYEHUS
snonpocteHojioM B 111 nnu IV ¢pyHKIIMOHATIBHOM KJlac-
ce mo NYHA win y KOTOpBIX 3a 3TOT MEPUO HE ObLIO
NOCTUTHYTO 3HAUMTENbHOE YJIydllieHne (HGU3NIecKoro u
TeMOJMHAMUYECKOTO CTaTyca, TOJKHbI PACCMATPUBATh-
Csl KaK KaHAMJIAThl HA TPAHCIUIAHTAMIO JIETKUX.

HAnuTenpHOE JieueHUe IMOMPOCTEHOIOM HAUMHAETCS
C IO03bI 2—4 HT/KT/MUH, KOTOpas IMOBBIIIACTCS CO CKO-
POCTBIO, 3aBUCAIIEH OT pa3BUTHS TTOOOUYHBIX 3P PEKTOB
(TIoKpacHeHUe KOXU, ToJIoBHas 00ib, Auapesi, 00Jb B
Horax). DddeKTuBHas 103a B epBble 2—4 Hel. JeUeHUs
00b19HO cocTaBisger 10—15 Hr/KT/MUH, B JaibHENIIIEM B
CBSI3U C BO3MOXHBIM Pa3BUTHUEM TOJIEPAHTHOCTH K Tpe-
naparty JUist JOCTUMKEHUSI U COXpPaHEHUsI MaKCUMaJIbHO-
ro pesyjabrata TpeOyeTcsl MepuoauyecKoe IOBBIIIEHUE
no3bl. OnTumanbHast go3a BapbupyeT Mexay 20 u
40 Hr/KT/MWUH, HO COBPEMEHHAsI CTPATETHS €€ TTOBBIIIIe-
HUSI pa3nyaeTcsl B Pa3HbIX KIMHUYECKUX LIEHTpPaX.
B aByx Gosblux rpymnmnax 00JbHBIX, MOJYYaBIIMX 3I0-
npocteHon [77, 87], cpenHsist qo3a OblJIa COOTBETCTBEH-
HO 21 £ 7 u 27 * 8§ HI/KT/MMH.

Knunnyeckue pekomenpaumm

ITo6ouHble 3 dEKTH MPU MOCTOSIHHOW Teparnuu
BIOMIPOCTEHOJIOM BCTPEUAIOTCS 9aCTO M BKJIFOYAIOT ITOK-
pacHeHMe KOXH, 00JIb B 001aCTU YEJIOCTH, AUAPEI0, TO-
JIOBHYIO 00J1b, 00JIb B CIIMHE, TOJIEHSIX U CTOIaX, Ca3Mbl
B OPIOIIHOM MOJIOCTH, TOITHOTY ¥ MHOTA TUTIOTEH3UIO.
YacroTta mo60uHbBIX 3P PEKTOB 3aBUCUT OT CKOPOCTH 10~
BbIIIeHUS 703bl. CHUKEHME T03bI HEOOXOAUMO TOIBKO B
cyyae CpemHETSKENbIX WM TSKEIbIX MOOOYHBIX 3¢h-
(dekToB. ITocae HOBOTO YyBEIWUYCHMS O3Bl ITOOOUHBIC
3(pHEeKTb MOTYT BO30OHOBUTHCSI, HO OOBIYHO B JIETKOI
(opme U MPoXoasIlIre CaMOCTOSITEIbHO Yepe3 HEKOTO-
poe BpeMsi 6e3 U3MEeHEeHHUsI 103bl. B HEKOTOPBIX CiTydasx
OITICAHO Pa3BUTHE acCLIUTa, CBI3aHHOTO C ITOBBIIICHHOMN
MPOHUIIAEMOCTBIO OPIOIIMHBI, BBI3BAHHOM 3MOIIPOCTE-
HosnoM. bonee cepbe3Hbie MOOOUHBIE (P PEKThI CBSI3aHbI
C CHCTEeMOM TOCTaBKU JIEKapCTBa; yallle OHU CBS3aHBI C
HECOCTOSITEJIbBHOCTBIO ITOMITBI, MECTHOW WHQEKIIMEH,
3aKYIIOPKOI KaTeTepa M CEICUCcOM. B yIOMSHYTBIX BBI-
1e AByX OOJbLIMX TIpymnax 0oJbHbIX [77, 87] yacToTa
cericuca coctaBwia 0,14 u 0,19 snu3onoB Ha 1 manueH-
Ta B TOJI, ¥ ObLIO 8 JeTaabHbIX Ucx0a0B (2,8 % u3 340 na-
IIMEHTOB), CBSI3aHHBIX HEIOCPEACTBEHHO ¢ MHMUIIMPO-
BaHUEM KareTepa. MecTHble MH(MEKUIUU MOTYT UMETh
BMJI HEOOJIBIIIOTO0 MHMUIIMPOBAHMS MeCTa BBEICHUST Ka-
TeTepa, TMOIKOXHBIX JIMOO "TYHHETbHBIX' WH(DEKIINiA.
Penko pa3BuBaroTcst MHEBMO- M TEMOTOPAKC KaK OCJIOXK-
HEHMS TOCTaHOBKM KaTeTepa. CienyeT u3deratb pe3ko-
ro TpeKpallieHus MHGY3UU 3MOMPOCTeHOJIa, TaK KaK y
HEKOTOPBIX OOJIBHBIX 3TO BBI3EIBACT CHHAPOM OTMEHEI B
BUIC YTsDKEJICHUs KIWMHWYecKoi KapTuHbl JII' m maxe
JleTaJbHOTO ucxona. BeneHue OONBbHBIX MPU IIUTETb-
HOM JICUEHHMU 3TOITPOCTEHOJIOM TPeOYeT COOTBETCTBYIO-
et THGPaCTPYKTYPHI, B TOM YMCJIC OITBITHBIX MEIUIIA-
HCKMX CECTEP U Bpaydeil.

Hecwmotps Ha To, yto PKH, mocBsiiieHHbIE IeYEHUIO
3IOIPOCTEHOJIOM, MPOBOIMIUCH TOJBKO Y OOJIBHBIX C
WJIAT u JIAT Ha ¢doHe ckileponepMuu, TOJIOXKUTEbHbBIE
PE3YJIBTaThI MTOJYYEHBI B HEKOHTPOIUPYEMBbIX MCCIIEIO-

Tabauuya 12

PKH nenpepuoienoii mepanuu 3nonpocmenosom y 6oavuwix ¢ JIAI

WccnepoBanne WNAT [122] WNAT [121] JIAT Ha doHe cknepopepmmu [113]

Yucno 6onbHbIX 23 81 111
ONUTeNnbHOCTb, Mec. 2 3 3
DyHkumnoHanbHbIi knace no NYHA, %

Il 9 - 5

]| 65 75 78

1\ 26 25 17
Atuonorusg, %?

WNAr 100 100 =

3CT - - 100

BpoxpaeHHble nopoku cepaua - - -

BUMM - - -
AP PEKTUBHOCTb NEYEHUS

6MT, m +45 +47 +94

lemopuHamuka ynyuyLiexue ynyywiexue ynyuyLiexue

KnuHnyeckoe coctosiHue ynyyiiesve ynyyweHue (yBenuuunach BbDKMBaeMOoCTb) HET U3MEHEHUN

MpyMeyaHue: 2 — cymma NpoLeHTOB MOXeT He cocTaensTs 100 %, Ho OkpyreHa 1o bvxaiwero yucna; 0,5 OKpyrIeH B CTOPOHY BOMbLUEO 3HAYEHMS.
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BaHUSX y Apyrux noarpynn 6onabHbix JII: mpu UJIAT y
neteit [118], mpu cucTeMHO# KpacHO# BoyaHke [123] u
npyrux 3CT [124], npu JIAI, cBsg3aHHOI ¢ BpOXKIEHHbBI-
MM ITOPOKAaMM CEpJilla C CUCTEMHO-JIETOUHBIMM IITyHTa-
MM KaK ¢ XUPypruaecKoil KOppeKIueu, Tak U 0e3 Hee
[124, 125], y O0JBHBIX C TOPTO-MYJABMOHAJIBHOM TUITEp-
tensueit [124, 126], npu JIAT Ha done 6oae3nu Tore
[127] v mpu BUY-undexkuuu [128]. Het equHoro MHe-
HU 00 3 (PEKTUBHOCTU 3MOMPOCTEHOA Y OOJBHBIX C
HeornepabenbHoil XTOJII, XOoTS HEKOTOpBIE ITOJIOXKM-
TeJbHbIE Pe3yJIbTaThl ObLIM MOJTyYeHbI [129].

B EBporneiickom Coro3e 31onpoCcTeHOJ He 3aperucT-
pUpOBaH KaK 00s3aTeJIbHOEe JIcUeHNe, HO pa3pelleH Ha
MECTHOM OCHOBE B Pa3JIMUYHBIX €BPOMNEUCKMX CTpaHax
st 6onbHbIX ¢ UJIAT ¢ I u IV dyHKIIMOHAIBHBIM
knaccoM no NYHA. OnonpocreHos paspellieH K Mpu-
MeHeHn10 KoMUTeTOM 10 JIeKapcTBaM U ITUIIEBBIM IIPO-
nyktaMm (Food and Drug Administration — FDA) CILIA u
Kananpbl mig 6onbHbIX ¢ MJIADL u JIAI, cBsizaHHOIL C
3CH, III u IV ¢pyHkumoHanbHoro kiaacca mo NYHA.

Hns MIIAT n JIAT, csizannoit ¢ 3CT. Kinacc peko-
MeHnammii I, ypoBeHb J0Ka3aTeJbHOCTH A; IJISI IPYTUX
dopm JIATL knacc pekomenmanuii 11a, ypoBeHb n0Ka3a-
teabHOoCTH C.

AHAJIOTY TIPOCTAIIMKIINHA UCCIICIOBAICH B UETHIPEX
PKMH, pe3ynabraThl KOTOPBIX IPUBEAECHBI B Ta0JI. 13.

Tpenpocmunun. TpenIpOCTUHU SBISIETCS TPULUKIN-
YeCKUM OCH3UIMHOBBIM TTPOU3BOIHBIM 3IOIIPOCTEHONA
C YIOBJICTBOPUTEIIBHON XUMWYECKON CTAaOMIBHOCTEIO,
MO3BOJISTIONICH BBOIUTH €r0 B (DM3MOJIOTUISCKOM PacT-
BOpe IIpU TeMIlepaType OKpPYXKarollero Bo3ayxa Kak
BHYTPMBEHHO, TaK U TIOAKOXHO. [TonkoxxHOe BBeIeHME
mpenapaTa MOXHO IPOBOIUTH C ITOMOIIBI0 MUKPOWH-

(y3znonnoit mommel (momma Mini-Med®) u ManeHbKUX
MOIKOXHBIX KaTeTepoB, aHAJIOTUYHBIX KaTeTepaM, HC-
MOJIb3YeMbIM JIJIsSI BBEICHUST MHCYJIMHA OOJbHBIM T1abde-
ToM. B aTuX ciyyasix ycTpaHSIOTCS MPoOJeMbl, CBSI3aH-
HBIE C MMOCTOSSHHBIM BMEIIATEILCTBOM B IICHTPAIbHYIO
BEHO3HYIO CETh, HaIIpuMep MHMEKIINY, U YXOJI 32 CUCTe-
MOI HAMHOTO IIPOIIIE.

Db deKTUBHOCTb HEMMPEPHIBHOTO BBENEHUS TPEITPOC-
tuHuna npu JIAT uccnenoBanach B caMOM OOJIbIIOM
B Mupe PKU ¢ ygactuem GombHbIx ¢ JIAIL ITomyueHo
YAY4IIEHUE TOJIEPAHTHOCTU K (DU3NUYECKUM Harpyskam,
reMoJIMHaMUYEeCKUX TToKa3aTeei 1 KIMHUYECKOTO COC-
tostHud [130]. Haubosbuiee yBennyeHre nepeHoCUuMOc-
TH K (PU3NYECKUM HArpy3kaM ITOJIyIeHO Yy OOJBHBIX C
Hauobosiee TSXKeJIbIM UCXOAHBIM COCTOSIHUEM U Y 00JIb-
HBIX, CITOCOOHBIX TIEPEHOCUTh BEPXHUI KBAPTUIIb JO3bI
(> 13,8 ur/kr/mMuH). B Gosee paHHeM MWJIOTHOM KOHT-
POJIMPYEMOM HCCIICA0OBAHMU TPETIPOCTUHIUI Ha3HAYAJICS
26 GonbHBIM ¢ JIAI, mpu 5TOM BBISIBIIEHA TEHICHIIMS
K YBEJIMUEHUIO PAcCTOSIHUSI, mpoliaeHHoro B 6MT u K
caxenuto JICC [131].

Hawu6onee yacTbiM moOOYHBIM 3 heKTOM mperapaTa
SIBJISIETCSI OOJIb B MECTE BBEIEHHSI, YTO CTAHOBUTCS MPU-
YUHOM MpeKpalleHus JIedeHNs B 8 % ciiydaeB U OrpaHU-
YUBACT ITOBBIIICHUE JO3HI eIlle Y YacT! 00IbHBIX. OOIIas
JIETAJIbHOCTD B IpYIIIe cocTaBuwia 3 %, pa3HULIa MEXIy
rpymnnamu BeisiBieHa He Obuta. [IpeaBaputenbHoe co00-
IIEHWE MOKa3ajJo BO3MOXKHOCTb IepeBoja OOJbHBIX C
BHYTPMBEHHOTO 3IIOIPOCTEHOJIA Ha TIOAKOXHBIN Tpe-
npoctuHu [132].

B 2002 . FDA paspeiina UCIojib30BaHUE TPEIpoc-
tuHuaa y 6onbHbIX JIAT 11, IIT u IV dyHKUIMOHATBHBIX
kiaccoB 1o NYHA.

Tabauua 13
PKH nosvix anaaozoe npocmauurxauna y 6oavuwix ¢ JIAI

WccnepoBanne Tpenpoctuninn [130] | Bepanpoct — EBponeiickuii Coto3 [133] | Bepanpoct — CLUA [74] Wnonpocr [135]
Yueno 6onbHbIX 469 130 116 203
MyTb BBEACHUS MopkoxHo MepopanbHo MepopanbHo WHrangumoHHo
[LnutensHOCTb, MEC 3 3 12 3
®yHkumonanbHbii knacc no NYHA (%)
Il 1 49 53 -
]| 82 51 47 59
1\ 7 - - 4
tmnonorus (%) *®
WUNAr 58 48 74 54
3CT 19 7 10 17
BpoxpaeHHble Nopoku cepaua 24 21 16 -
XTanr - - - 28
BUY - 7 - -
MopTto-nynbmoHanbHas JIF - 16 - -
A HeKTUBHOCTD NIeYeHMs
MukoBoe V02, %ponx. Het paHHbIX HeT paHHbIX TeHAEHUMS K NOBbILLIEHUIO HeT paHHbIX
WU3meHeHus 6MT, m 16° 25 31be 36
lemoguHammka Ynyywenue HeT namenenuin HeT namenenuin YnyyiweHnune!
Knunuyeckoe coctosiHne Ynyywenne Het namenenmuii Ynyywenne? Ynyywenue

lprmeyaHme: ¢ — cymma NPOLEHTOB MOXeT He cocTasnsTb 100 %, Ho okpyrneHa 1o Banxaiiwero yucna; 0,5 oKpyrieH B CTOPOHY BOMBLUEro 3HAYEHIS; ® — 13MEHEHs MeauaHbl; © — CTaTu-
CTVYECKI JOCTOBEPHLI Yepes 3 11 6 Mec.; ¢ — B NpeMHransLyoHHbIA neprop, yayuwinnoch Toabko JICC, a Hanbonee ctabunbHOE yayuLeHUe Apyrvx nokasateneii Habnioaanoch

B NOCTUHraNALYMOHHbIIA NEPUOS,
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Hns JIAT knace pekomenaaumii 11a, ypoBenb 1oka3a-
TeabHOCTH B.

bepanpocm nampus. bepanpocT HaTpus SIBJAsSETCS
MEPBLIM XMMUWYECKNA CTAOWJIBHBIM aHaJoTOM IIpOCTa-
OUKJIMHA, aKTUBHBIM IIpH TepopajsbHOM TIipueme. OH
OBICTPO BCacChIBaeTCsl, TMMMKOBAsI KOHIICHTPAIIUS TOCTHU-
raetcs yepe3 30 MUH, IepUoJ, MoayBbiBeneHus1 — 35-40
MMH TI0CJIe OTHOKPATHOTO MePOpaIbHOTO MpremMa.

AKTUBHBII B MepOpabHON (popMe aHAJIOT IPOCTa-
LUKJIMHA OeparpocT uccienoBancs y 0oabHbIX ¢ JIAT B
nByx PKHM B EBpone [133] u CILA [74] (cm. Taba. 13).
B 1-M uccnenoBaHuM mpenapaT HazHavaucs nepopaib-
HO 4 pa3a B IcHb B HAMBBICIIICH TIEPEHOCHUMOI1 03¢ (Me-
nuaHa 1036l 80 MKT 4 pa3a B IeHb) U IIPUBEJ K YBEJIMIC-
HUIO TIEPEHOCUMOCTH (PU3NUYECKUX HATPY30K Y OOTBHBIX
¢ NJIAT uepe3 3 mec. Bo 2-M paHIOMU3UPOBAHHOM KC-
clieoBaHUM, MpoaosKaBiemMcs 12 mec., ObLIO Toyye-
HO yJIy4dllleHHe MepeHOCUMOCTH (hM3NUECKUX Harpy30K
yepe3 3 U 6 Mec., HO He Mo3xXe. [eMoaMHAMHUYECKHNX
YAYYIIEHWI BBISIBICHO HE OBUTO, M KITMHWYECKIE TIPOSIB-
JIEHUsI YMEHBIIMIUCH TOJIbKO Yepes3 6 Mec.

Bepanpoct Hatpus paspemieH B Anonuu n KOxHoi
Kopee nns 6onbhbix ¢ MJIAT, HO ero mccienoBaHus B
Esporne u CIIIA nipekpaliieHbl.

Hns JIAT: knacce pekomennanmii 116, ypoBens moka3a-
TeabHOCTH B.

Hneansyuonnotii unonpocm. VIonpocT npeacTapiseT
€000 XUMIUYECKH CTaOMIbHBIN aHAJIOT IPOCTAlUKIINHA,
MMEIOIINIACS B (DopMe VTSI BHYTPUBEHHOTO, TIEPOPATBHO-
r0 U UHTAJSILIMOHHOTO BBeAeHU. VIHTaIsIIMOHHAs Tepa-
nust JIAI' mpuBlieKaeT TEOPEeTUYECKOl BO3MOXKHOCTBHIO
CEJICKTUBHOTO BO3IEWMCTBHS Ha JICTOYHYIO MUKPOLIMPKY-
nstuio. MakKTUIeCKH, TTOCKOIbKY MHTpaalliHapHbBIC JIe-
TOYHBIE apTePUU TECHO OKPYKEHBI abBeOJaMU, MOXKHO
OUIATUPOBATDL 3TU COCYIIbI, TOCTABUB JIEKAPCTBO B aJIbBE-
oJibl. BaxkHO, UTOOBI YaCTULIBI a3p030Jisl ObLIU JOCTATOU-
HO MEJIKUMU (TUaMeTpoM 3—5 MKM).

ITocne ogHOKpaTHOI MHTAISILIMK UJIOIIPOCTa HAaOII0-
nayoch cHukeHue cpennero JJIA Ha 10—20 %, kotopoe
coxpaHsutoch B Tedyenune 45—60 muH [134]. KopoTkas
IUTUTEILHOCTh JIEUCTBUS TPeOYeT YacThIX WHTAJSIINI
(ot 6 mo 12 pa3 B AeHb) [UIS IOJIyYEHUS] IOCTOSIHHOIO
addekra npu gnuTeabHoM JedeHuu. [Ipu ncnonb3ona-
HUM CTPYMHBIX HEeOyIaii3epoB Kaxkaas WHTAJSIIIUAS 3a-
HUMaeT OKOJIO 15 MUH, MPU WCIOJb30BAaHUU aJbTep-
HATUBHBIX allllapaToOB, TaKWX KaK YJIbTPa3BYKOBBIE
HeOynai3epsl, IJIUTEAbHOCTb MHTAISIILIUU YMEHbIIAeTCS
10 5 MUH.

WHransauyoHHblid wionpoct oueHuBaicss B PKH, B
KOTOPOM €XeTHEBHBIC TIOBTOPHBIC MHTAJISIIIUM TIperapa-
Ta (6—9 pa3 B IcHb, 2,5—5 MKTI Ha | MHTAISLUIO, MeIa-
Ha 10361 30 MKT B IcHb) CPaBHUBAJIN C MHTAISLIMSIMHU TUTa-
11e6o y 6ombHbIX ¢ JIAT u XTOJIT [135] (cm. tabm. 13).
HccnenoBaHue mokas3ajio yBEeIWYEHHUE MEPEHOCHMOCTH
GbU3MYECKUX HArpy3oK M KIMHMYECKOTO COCTOSIHMS,
cHxenue JICC tonbko y 6oabHbix ¢ MIATLL B nenom
WHTAISIIMOHHBIA WJIOMPOCT TIEPEHOCHUIICS XOPOIIO, HO
KallleJib, MOKpacHEeHNE KOXM 1 TOJIOBHAS OOJIb TTOSIBIISI-
JIMCh Yallle B IPYIIe UIOIpPOCTa.

Knunnyeckue pekomenpaumm

Taxcke OImyOJIMKOBAaHBI PE3YJIBTAThI JOJITOBPEMEHHO-
r0 HEKOHTPOJUPYEMOIO MCCICAOBAHUS C yJacTUeM 25
oonbHbIX ¢ UJIAT, nonyyaBiiux He MeHee | roma jeye-
HUE MHTAJSIIMOHHBIM MjionpocToM B go3e 100-150 mxr /
cyT. [136]: paccTosiHue, npoitneHHoe B 6MT, yBeanun-
JIoCh B cpeaHeM Ha 85 M, cpenHee [IJIA cHM3MIOCH Ha
7 MM DT. CT., CEpIeUHbIi MHIEKC BO3poc Ha 0,6 JI/MUH/M?,
B HebGonbioM uccnenoBanuu § 60abHbIX ¢ JIT' 1 jierou-
HBIM (hHOPO30M OCTpOe Ha3HAUYCHUE WHTAJISIIMOHHOTO
WJIOIIPOCTA BBI3BAJIO BEIPAXKEHHYIO JISTOUHYIO Ba30IMIa-
TalMIO C COXpaHEHUEM MoKa3aTesieil ra3000MeHa U Crc-
TEMHOT0 apTepuaibHOro AasiaeHus [137], yTo mokasauo
BO3MOXKHYIO TOJIB3y Ha3HAUCHMS TIpeItaparta y 3Tol Ka-
Teropuu OOJILHBIX.

JleyeHue MHrangLUsIMM UJIONpocTa pa3pelieHo EB-
POTIEHICKUM areHTCTBOM I10 OLICHKE MEIUIIMHCKOM TIpo-
nykuuu B EBpomne npu MJIAT 11l ¢yHKIIMOHATBHOTO
kiacca mo NYHA u B ABctpanuu n HoBoit 3enmangun
npu JIAT u neonepa6enpHoit XTOJII 111 u IV ¢pyHK1m-
OHaJIbHBIX KJIaCCOB.

Hns JIAT: knacce pekomengaumii I1a, ypoBenb 1oka3a-
TeabHOCTH B.

Buympueennuiii usonpocm. HemnpepblBHOE BHYTPM-
BEHHOE BBeJCHUE WJIONPOCTa B HEOOJBIIMX TPYITITax
oonbHbIX ¢ JIAT u XTOJIT [138, 139] okasanoch cToib
XKe 3(pPeKTUBHBIM, KaK M BBeIACHUE SIIOMPOCTEHOJIA.
Wnonpoct obiagaeT MpeuMylIeCTBOM, MOCKOJbKY 00-
Jiee cTaOWJIeH ITpY KOMHATHOM TeMIlepaType U He TpeOy-
€T BOCCTAHOBJICHUS Y OXJIAXKICHMSI.

HenpepbsiBHOE BHYTpMBEHHOE BBEICHUE MJIOIPOCTA
paspeiieHo B HoBoit 3enannuu aisa 6oabHbix ¢ JIAT 11
u IV dyHK1mMoHanbHbIX KiaccoB mo NYHA.

Hns JIAT knace pekomengaumii I1a, ypoBenb 1oka3a-
teabHOCTH C.

AHTaroHucTbI pewenTopos aHpoTeNuHa-1 (A3P)

ET-1, mentua, BhipaGaTbiBaeMblii MPEUMYILIECTBEHHO
SHIOTEJMAIbHBIMU KJIETKAMU COCYIOB, XapaKTepu3yeT-
CsI MOIIIHBIM Ba30KOHCTPUKTOPHBIM I MUTOTEHHBIM BO3-
IelicTBreM Ha rimagkue MbIusl [14]. ET-1 cBa3biBaeTcs
¢ ayms tunamu penentopoB: ETA u ETB. Penenropst
ETA HaxoasTcs B IJIaAKOMBIIIIEUHBIX KJIETKaX, PELeNnTO-
pel ETB — B aHAoTeIMaNbHbIX M TIaAKOMBILIEYHBIX
kietkax. AktuBanus peuentopoB ETA u ETB Ha rnan-
KOMBIIIIEYHBIX KJIETKaX BBI3bIBACT BA30KOHCTPUKTOPHBIN
¥ MuTOoreHHbI 3 dekTsl ET-1. CTuMynsiuus sHI0Te -
anbHbIX penentopoB ETB criocoberByeT KinpeHcy ET-1
U BbicBOOOXKAeHMI0O NO 1 ITpocTalluKInHA.

AktuBanmst cucteMbl ET-1 mpoaeMoHcTpupoBaHa
Kak B 1ma3me [140], Tak u B 1eroYHOM TKaHU OOJTBHBIX C
JIAT [141]. XoTs He $SICHO, SIBJSIETCSI JIM TOBbILLIEHUE
ypoBHs ET-1 B m1a3me npuuunHoii unu cieactsuem JIT'
[140], uccmemoBanust cuctembl TKaHeBoro ET-1 mom-
TBepawau 3Haunmyio pojib ET-1 B natorenese JIAI [14].

YeTkoe 10Ka3aTeJbCTBO akTUBaLMU cuctembl ET-1
00yCITOBIIBAeT HEOOXOMMMOCTD MCCJICIOBaHUS aHTaro-
HuctoB ET-1 y 6onbHbIX JIAT. Hanbonee a¢phpeKTUBHBII
cnoco6 mopaBieHus cuctembl ET-1 — mpumeHeHue
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aHTaroHucToB peuentopoB ET-1, koTopbie OJ10KUPYIOT
mb6o ETA, nuoo ETA u ETB.

K HacrosieMy BpeMenu niposeaeHo 3 PKU ¢ antaro-
Huctamu perentopoB ET-1y 6ombHbIX ¢ JIAT (Tab1. 14):

bocenman. BoceHTaH — TMepoOpaTbHBIN AHTATOHUCT
peuentopoB ETA u ETB u nnepBast Mojiekysa 3Toro KJjiac-
ca TpenapaTtoB, KoTopasi Oblia cuHTe3upoBaHa [142].
bocenrtan ouenuBaics npu JIAT B ayx PKU u npusen k
YAY4IIEeHUIO (PU3UIECKON TOJEPAaHTHOCTH, (PYHKIIMO-
HaJIbHOTO KJlacca, reMOANHAMUYECKUX, dXOKapAuorpa-
duueckux u I-OxoKI mokaszartesneii u yBeanumBai Bpe-
Ms1 10 CJIEAYIOIIEeTr0 KIMHUYECKOro yxyaieHus |58, 143,
144]. B 6onee kpymHom wuccienoBann BREATHE-1
0oJIbHBIE ObLIY paHAOMM3UPOBAaHbI B OTHOIIEHUM 1 :1: 1
M TIOJIyJain Tiaue6o uian 62,5 Mr 0oceHTaHa IBaxKabl B
NIeHb B TeueHue 4 Hel., a 3aTeM 125 Mr 6oceHTaHa ABax-
OBl B 1eHb min 250 MT IBaXIbl B I€Hb B Te€UeHNE HE Me-
Hee 12 Hen. XoTs Bce JO3UPOBKU OOCEHTaHa IMPUBOIUINA
K 3HAUUTEJIbHOMY KJIMHUYECKOMY YJIYUYIIEHUIO, TIO CpaB-
HEHUIO C Tulaledo yiaydileHue ObL1o 6osiee BbhIpakKeH-
HbIM 1ipu 103e 250 Mr 2 pa3a B ieHb, 4YeM Ipu 103e 125 Mr
2 pasa B aeHb (+54 M u +35 M B 6MT cOOTBETCTBEHHO).
OpHako (popMajbHO He ObLIO YCTaHOBJIEHO 3aBUCUMOC-
™M 3(PDEKTUBHOCTU OT A03bl. XOTS CXOAHBINA 3(PdexT
ObL1 TTostydeH U 'y 6o1bHbIX ¢ WAL, u y 6onbHbIX ¢ JIAT
Ha DoHe cKiIeponepMum, OOCEHTAH YBEIMIIII IIPOMICH-
Hoe 3a 6 MUH paccTOsTHUE TOJBKO Y 0osbHBIX ¢ MJIAT
(+46 M B TpynIe 60ceHTaHa MTPOTUB —5 M B TPYIIIIE T1a-
11e00), B TO BpeMsl KaK y OOJIbHBIX CO CKJIEpOAEepMUEN
mpenapar 3aMeIsl CHIDKeHNE (DU3NMYEeCKON TOJIepaHT-
HocTu (+3 M B rpymrie 6oceHTaHa TIpoTuB —40 M B rpyIi-
ne miane6o). IToBblllIeHUE MEYEHOYHBIX TpaHCAMWHA3
BBISIBISUTOCH Y 10 % GOMBHBIX, 3TOT 3(DdheKT ObLT 10303a-
BUCHMBIM U O0PAaTUMBIM ITOCJIE CHVKEHUST TO3BI WU OT-

MeHBI TiperiapaTa. PakTudecKu GyHKIMS TIEIYCHN Hapy-
I1ajIach valre U B 6oJiee TSoKesIoi CTeIeHU B TPYIIIE ¢ J0-
3UPOBKOI1 boceHTaHa 250 MT; TpaHCaMUHA3bl CHUKATICh
BO BCEX CJIyJasiX IpY YMEHBIIIEHUH 036l ITpernaparta. Ha
OCHOBAaHUHM 3THUX Pe3yJIbTaTOB OBLIA OIpeleicHa PeKo-
MeHayeMas apdeKTuBHas TepareBTUYecKast 103a 00CeH-
TaHa 125 Mr aBaxnbl B neHb. Hanbosiee BeposSTHBIN Me-
XaHU3M M3MEHEHUI TeYeHOYHBIX (EPMEHTOB IIpU
JIEYCHUN OOCEHTAHOM COCTOUT B J0303aBUCHUMOM BIIVSI-
HMU OOCEHTaHa M ero MeTaboJIUTOB Ha OWIMAPHYIO
SKCKPELUIO XKEeTUHBIX COJMeH, YTO MPUBOAUT K 3aIePKKeE
JKEJTIHBIX COJIeH, KOTOPhIE OKa3bIBAIOT IIMTOTOKCUIECKOE
BO3MIEICTBUE HA TermaTouThi [ 145].

B apyrom pacuimpeHHOM HcCcleloBaHUM OOCEHTaH
nojydaiu 29 6osnbHbIX. K 6-My Mec. 00IbHBIE COXpaHU-
JIM yBEJIMUEHHME DPACCTOSIHUS, TpoineHHoro B 6MT, a
JIUTUTENbHOE JieueHue 6oceHTaToM (6osee 1 roga) mpuse-
JIO K YIYYIIIEHUIO TI0Ka3aTesIeil TeMOTMHAMUKY U (hyHK-
LUMoHaJIbHOTO KJ1acca mo NYHA [146].

TlepopanbHblii 60CEHTaH HEJABHO IPEIIOXEH s
BMU30INYECKOTO JICUCHUST OOJBHBIX C TSKEIBIMU W /
WJIM HENEePEHOCUMBIMU IMTOOOYHBIMU 3P (PeKTaMH OT Te-
panuy MpocTaHOUAAMHU, B TOM YHMCJE C CEINCHCOM Ha
(boHe BHYTpMBEHHOTO BBECHUS dIonpocTeHoa [147].

OTKpPBITOE HEKOHTPOIHMPYEMOE OTHOIICHTPOBOE MC-
CJIeMOBaHWE C MHOXKECTBEHHBIMHM TO3MPOBKAMU OBLIO
BeinojiHeHo y neteit 4—17 net ¢ JIAI' (BREATHE-3) ¢
LIEJTbIO OLIEeHKU (hapMaKOKUHETUKH, ITePEHOCUMOCTU U
0e30ITaCHOCTH TepopaIbHOro 0oceHTaHa. B aToM mpen-
BapUTEIFHOM UCCIeAOBAaHUY 3HAUNTEIHHOE YIIyUIlIeHUE
rnokasaTeseil TeMOIMHAMUKHU OBbLIO TMOJYy4YeHO uepes
12 Hen. nedyeHus y 18 meteit, monydyaBuIMx 60CEHTaH B
KadyecTBE MOHOTEpAINUM OO B KOMOWHAIIMU C 3II0-
npocTeHoJioM [148].

Tabauua 14
PKH anmazonucmose peuenmopoe ET-1y 6oavuvix ¢ JIAI

WUccnepoBanne MunotHoe uccnepoBanne 6oceHTaHa [143] OcHoBHOe nccnepoBaHue 6oceHTaHa [144] CutakceHTaH [75]

Yucno 6onbHbIX 32 213 178
Cnoco0 BeeaeHus MepopanbHblii MepopanbHblii MepopanbHblii
[nutenbHocTb, Mec. 3 4 &
lMepBuryHbIE KOHEYHbIE NOKa3aTenu 6MT 6MT Mukooe VO,
®yHkumoHanbHblii knace no NYHA (%)

Il - - 33

1] 100 91 66

\') - 9 1
Atuonorus, % 2

WUNAr 85 70 53

3CT 15 30 24

BpoxpaeHHble nopoku cepaua - - 24

BUMM - - -
9 HeKTUBHOCTD NeYeHms

MukoBoe VO,, %ponx. HeT AaHHbIX HeT pgaHHbIX +3 %"

W3menenuns 6MT, m +76 +44 +34

lemopnHamuka Ynyywenne HeT paHHbix Ynyywenne

Knunuyeckoe coctosiHmne Ynyywenune Ynyywenue Ynyuwenne °

Mp1MeyaHKe: @ — cymma NpOLIGHTOB MOXET He cocTasnsTs 100 %, Ho okpyrneHa Ao Ganxaiiliero ynucna; 0,5 OKpYrIeH B CTOPOHY HOMbLLET0 3Ha4YeHs; ® — ToNbKO Ans 103bl 300 Mr; °— ToNb-

ko ans poabl 100 mr.

34

Mynemononorus 6°2006



3a cYeT BO3MOXHOCTU ITOBBIIICHUS IT€UCHOYHBIX
TpaHcamuHa3d FDA TtpeOyeT mpoBOIUTH MCCIEAOBaHUE
MeYeHOUHOM (PYHKUMU Yy OOJIbHBIX, IMOJydarolux 00-
CeHTaH, o KpaliHell Mepe exeMmecsiyHO. EBpomneiickoe
areHTCTBO IO OIIEHKE MEIUIIMHCKON IPOIYKIINN TaKKe
PEKOMEHIYET exKeMeCSITYHO MOHUTOPHPOBATh ITOKa3aTe-
au pyHkimu nedeHu. Kpome Toro, cieayeT peryjasipHo
KCCJIEIOBAaTh TeMOIIOOMH U TeMaTOKPUT, TTOCKOJIbKY 00-
CeHTaH MOXKET BBI3BIBATH Pa3BUTHE aHEMUM, OOBIYHO
HeTskennolt. Takxke y OOJIbHBIX, IPUHUMABIIUX OOCEeH-
TaH, OTMEYaJuCh 3aJepxKKa XUIKOCTA B OpraHu3Me u
OTeKM HUXKHUX KOHeuHocTeil. Ocoboe BHUMaHUE ClIeay-
eT oOpalaTh Ha alleKBaTHYIO KOHTPALEITIINIO Y XKeHIITITH
IETOPOIHOTO BO3pacTa M3-3a MOTEHIIMAIBLHOIO TepaTo-
reHHoro agdekTa 6oceHTaHa. boceHTaH MOXeT CHU-
XaThb 3(P(OEKTUBHOCTh TOPMOHAIBHBIX KOHTpPAIIETITH-
BOB, T10 3TOU IIPUUYMHE OHU HE JOJLKHBI UCTIOIh30BaThCS
B Ka4eCTBE €IMHCTBEHHOTO cpeacTBa. CyIlecTByeT MHE-
HUE, YTO KJIacC SHIOTEIUATbHBIX aHTAaTOHUCTOB CIIOCO-
OcH BbI3bIBATh aTPOGUIO STUYEK U MYKCKOE OeCILIonue.

bocenran paspemien misa aedenus JIAT 1T u IV
dyHkuroHaabHbIX KitaccoB o NYHA B CIIIA u Kanane.
B EBporne oH paspemieH EBponeiickum ATeHTCTBOM MO
OlIEHKEe MEIUIIMHCKOM MPOMYKIIMU ISl JIeYeHUsST OOJIb-
Hbix ¢ III dyHkimonansHbM K1accom mo NYHA c¢ nosic-
HeHMeM, 4To 3(pDeKTUBHOCTD Mpenapara OblIa TPOIEMO-
HcTpupoBaHa Tosibko ist MJIAT u JIAT, cBsizaHHOI co
cKJIepoIepMueii 6e3 BbIpask€HHOTO JIerouHoro (gpuoposa.

Hns UIAT 111 dynkunonanbHoro kinacca no NYHA
u JIAT, cBsg3aHHOI co ckJiepoaepMueil 6e3 BhIpaxkeHHO-
ro JierouHoro (uopo3sa: Knacc pekomenaanuii I, yposennb
nokazareabHocTu A; niusa WUJIAT 1V pyHKiMoHaIbHOTO
knacca no NYHA u JIAT, cBg93aHHOIA cO CKIepoaepMu-
eif 6e3 BBIPaXXeHHOTO JIETOYHOTro (pruOpo3a: KIacc peKo-
Mennammii [1a, ypoBenn noka3arenbHocTu B.

Cumarxcenman. CUTaKCEHTaH — CEJIEKTUBHBIN MEPo-
pajbHbI aHTarOHUCT perentopoB ETA — olieHuBaics B
ogHoMm PKMU ¢ yaactuem 178 6onbnabix ¢ JIAT II, [T u IV
¢yHKIMOHaIbHBIX KJaccoB o NYHA [75]. DTuonorus
JIAT B aroii rpynne 6osbHbIX BKiIodyana MJIAT u JIAT,
cBs13aHHyI0 ¢ 3CT 1 BpOXXIeHHBIMU MTOPOKAMM CEpIIa.
boabHbIe ObLIM pa3aeaeHbl B paHAOMU3MPOBAHHOM 110-
psiake B oTHowleHuu 1 : 1 : 1 Ha Tpynmsl, MojydyaBlIde
mnane6o, curakceHtad 100 mr u curakceHtan 300 mr
epopaabHO OOWH pa3 B IeHb B TeueHue 12 Hem. [Tory-
YEHO YJIy4YllIeHHE B IIEPEHOCUMOCTU (DU3UICCKUX HATPy-
30K, FéeMOIMHAMUYECKUX M KIMHMYECKMX IMOKa3aTesIX
[75]. YacToTa usmMeHeHus (PyHKIIMOHAIbHBIX ITOKa3aTe-
JIell TIeYeHn, 0OpaTMOI0 BO BCEX CIIydasiX, COCTaBUJIA
0 % npu go3ze 100 mr/cyt. u 9,5 % npu go3e 300 Mr/cyrt.
JIOnOHUTEIbHOE MUJIOTHOE HCCIeIOBaHUE 3TOrO Ke
npernapata 'y 20 6oabHbIX ¢ JIAT mokaszano aHaJoruyHbie
pesynbrathsl [149].

CurakceHTaH MoxeT yBenrnuuBaTtb MHO wunm mipo-
TPOMOMHOBOE BpeMsI 3a CUeT MHTMOUpOBaHUs (hepMeHTa
CYP2C9 P450, ocHoBHOTO (hepMeHTa MEYEHU, YIaCTBY-
[oIIero B MeTaboam3Me BapdapuHa. DTO B3aUMOICH-
CTBHE MOXKHO PETryJIMpoBaTh, CHIIKas 03y BapdapuHa
10 AocTUXKeHust Heobxonumoro ypoBHst MHO.

Knunnyeckue pekomenpaumm

Hpyroe PKW, nzyuaroiee 3¢heKTUBHOCTD U TOO0Y-
Hble 3¢ @PEeKThl CUTAKCEHTaHa C IEJIbI0 ITTOJIyYeHUS
paspeleHus: (papMakoJIOrM4ecKux KOMUTETOB Ha IpU-
MEHEeHHUe MperapaTa B KJIMHUYECKOUW IpaKTUKe, Ipo-
JIOJDKaeTcs B HacTosIee BpeMs. JIid cuTakceHTaHa He
oIpe/ieNieH KJIacC peKOMEHIAIMiA, TTOCKOJIBKY TIperapaT
MoKa IOCTYIEeH TOJbKO [Jis1 OOJbHBIX, YYaCTBYIOIIUX
B PKMH.

Knacc pekomeHnammii B HacTosilee BpeMsi He OmpeesieH,
YPOBeHb J0Ka3aTebHOCTH B.

Ambpucenman. AMOPUCEHTaH SIBJISIETCS CEJIEKTHB-
HBIM MePOpPaTbHBIM aHTaroHUCTOM perlenTopoB ETA u
M3y4ajcs B MIJIOTHOM CJICTIOM MCCIICAOBAaHUU CO CpaB-
HeHueM 103 y 64 6onbHbIX ¢ JIAL. IlpenBapurenbHbie
pe3yyabTaThl CBUACTEIbCTBYIOT OO0 YJIYUILIEHUU TEePEeHO-
CUMOCTHY (PU3UYECKUX HATPY30K U IToKa3aTesieil FeMOIm -
HaMWKH, CXOTHOM C pe3yJbTaTaMu, MOJyYeHHBIMA IS
npyrux ADP [150]. B HecTosee BpeMst MpOBOASATCS ABa
PKM ¢ ambOpuceHTaHoMm, olieHuBaloiye 3(EHeKTUB-
HOCTb U TT000YHbIE 2(GhEKThl U UMEIONIKE LIeJbI0 MOy~
YeHMe pa3pelneHns papMaKoJIOrnIecKNX KOMUTETOB Ha
NpUMEHEHME TIperapaTa B KIMHUYECKON IIpaKTHKE.
Knacc pekomeHpauuii njs aMOpuceHTaHa Takxke He
ompe/iesieH, IMMOCKOJIbKY Tpernapar MokKa JOCTYIeH TOJIb-
KO 1151 00IbHBIX, yyacTByoux B PKU.

Knacc pekomenaanuii B HacTosIIee BpeMs He omnpeiesieH,
ypoBeHb noka3zateabHocTH C.

WHruburtopsl ®A3-5

Cundenaghus. CunneHaun — mnepopaabHbI MOIIHBIN
CEJICKTUBHBIM MHTUOUTOP LMKINYECKOTO TyaHO3MH-3'-
5'-moHodochara (WMD) OIAD 5-ro tuma, GpapMarKo-
JIOTUYECKUA 3(P(PeKT KOTOPOTO CBSI3aH C MOBBLIIIEHUEM
BHYTPUKJIETOUHOM KoHLeHTpauuu ul M® [151]. YBenu-
YeHUe KOHIIEHTPAIMY 3TOTO HYKJIEOTH/Ia OKa3bIBaeT pe-
JIaKCHpYyIolllee W aHTUNpPOJuepaTUBHOE ACHCTBUEC Ha
IIagKOMBIIIEYHBIE KJIETKK cocynoB [152]. DJID-5 Haxo-
JIUTCS B OOJIBILIOM KOJIMYECTBE B MAJIOM Kpyre KpoBoo0-
pamenus [153, 154], u npu xpoHudeckoii JIT' mosiiia-
FOTCST OKCITPecCHst M akTUBHOCTB TeHa DJ1D-5 [155, 156].
DTO MO3BOJISIET MPEAIIOI0XKNUTh, YTO CHIIeHA(WIT OKa-
3bIBaeT MPEUMYIICCTBEHHOE BIMSIHUE Ha JETOYHbIE CO-
CY/IBI.

MHOXeCTBO HEKOHTPOJHMPYEMBIX HCCIeIOBaHUMI
COOOIIAIOT O MOJIOXKUTEIBHBIX 3 deKTax mepopaJbHOTO
uHruoutopa DAD-5 cunnenaduna npu  JIAT
[157—159], XTOJTI [160] u JIT Ha ¢doHe JeroyHoro
dubposa [161]. [Ipenapar B no3e ot 25 1o 75 mr 3 pasa
B CYTKU yJIy4IIaeT CepACTHO-JIETOUHYIO TeMOINHAMUKY
M TIEPEHOCUMOCTD (pr3nmuecKux Harpy3ok. CooOliaeTcs
00 OTHOCUTEJbHO HEOOJIbIIOM 4YHCIe MOOOYHBIX I(P-
(exToB (HampuMmep, royJoBHasE 00Jib, 3aJI0KEHHOCTb
Hoca, HapymeHusl 3peHus). HemaBHO oIyOIMKOBaHBI
pesynbrathl PKU ¢ mepekpecTHbIM AU3aliHOM: CUJIIE-
Hadwua B g1o3e 25—100 mr 3 paza B JeHb HazHavajcs 22
6osibHBIM ¢ JIAT 11 u 111 pyHKIIMOHATBHBIX KJIACCOB MO
NYHA u uepe3 6 He,. JedeHUsT YIyUIII X KITMHUYEC-
KO€ COCTOSTHHE U TIEPEHOCUMOCTh (DU3NUYECKUX HATPY30K,
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

KOTOpasl OlleHWBajJach MO MpPOTOKoNy Naughton Ha
Tpeamuiie (BpeMsl Harpy3Ku yBeTn4Iniaoch ¢ 475 £ 168 ¢
B KOHIIE CTaauu Iuiaie6o no 686 + 224 ¢ B KOHIle cTa-
ouu cunaeHduna), u remoaguHamuky [15]. Ha coBemna-
HUM AMEpUKaHCKOTO KOJUIeIKa TOpAKaJIbHBIX Bpadeil B
okTs6pe 2004 1. ObUIM TIpeaCTaBICHBI Pe3YIbTaThl KPYIl-
Horo PKW ¢ yuyactuem 278 6oabHbix ¢ JIAI 11 u III
dyHkuroHanbHoro kinacca no NYHA, kotopele nipone-
MOHCTPUPOBAIM CpeAHee YBEIMUYCHHUE PACCTOSHUS B
6MT, 4TO 110 CpaBHEHMIO C IJ1aLe00 COCTABUIIO 45 M Ipu
neyeHun 20, 40 u 80 mr cunaeHaduaa 3 pasa B neHb. Bece
103bI Mpenaparta cHuKaiu cpeaHee JJIA k 12-i1 Hen. je-
YeHUsI MPUMEPHO Ha 3-5 MM pT. cT. Bo Bpems Hamuca-
HUSI JTaHHOTO PYKOBOJICTBA CHJIIeHA(UI ITOKa He TOJy-
YuUJI pa3pelieHus K UCMOIb30BaHUIO Y 00JbHBIX JIAT HU1
B onmHOM (bapMakosiornyeckom komurete [162]. B Hac-
TosIIIIee BpeMsI BOTIPOC O Ha3HAUCHWY CUIIeHadumIa Mo-
JKET paccMaTpuBaThesl y TeX 00JbHbIX ¢ JIAL, y KOTOpBIX
paspellleHHble BUIbI Tepanuu HeddEKTUBHBI WIM He
TTOKa3aHblI.

Knacc pekomennammii I, ypoBeHb 10Ka3aTeIbHOCTH A.

KomOuHupoBaHHas Tepanus

KoMmOnHMpoBaHHAS TepaInsl MPEaCTaBIsSIeTCsI MHOTO-
00eIIaIoIM BapuaHTOM JISYCHUS M3-3a BO3MOXHOCTHU
BO3EICTBUS Cpa3y Ha HECKOJIbKO MaTo(U3UOIOTHYEC-
kux mexaHusMoB JIAI. KoMOuHupoBaHHas Tepamnus
OCYIIECTBIISICTCSI OMHOBPEMEHHBIM Ha3HAUCHUEM IBYX
Wi 60Jiee BApMAHTOB JICUEHMST WU 100ABI€HUEM BTO-
poro (MU TpeThero) BUAa Teparnuu K MpealecTBYoIIe-
My JICUEHHUIO B citydae ero HeaddekruBHocTH. [Toka He-
SICHO, KaKOW M3 3TMX BapHaHTOB KOMOWHMPOBAHHON
Teparu MpearodYTUTeIbHEE.

AP PekTUBHOCTL U 6€30MaCHOCTh OJTHOBPEMEHHOTO
Ha3zHaueHMsI OOCEHTaHa M ATOTIPOCTEHOJIA UCCIIeI0BaHa
y 33 6osbHbIX ¢ JIAT TI1 1 IV pyHKIIMOHATBHBIX KJTACCOB
no NYHA, paHaZoMU3MpOBaHHBIX TSI JISYSHUS BIOIT-
POCTEHOJIOM + I11a11e00 UK MOMPOCTEHOIOM + 00CeH-
TaH (BREATHE-2). B 06eux rpynmnax Mnojay4eHo yay4d-
IIeHEe TeMOIWHAMMWKH, TEPEHOCUMOCTH (DU3MIECKUX
Harpy3okK 1 QyHKIIMOHAJIBHOTO Ki1acca. Pe3ynsraThl BeI-
SIBUJIM TEHACHIIMIO K 00Jiee BhIpakeHHOMY (XOTs U CTa-
TUCTUYECKM HEIOCTOBEPHOMY) YIIyYIIEHUIO BCEX I'eMO-
OUHAMHWYECKMX ITOKa3aTelleil B TPYIIIe 3IOMPOCTEHOIA
+ 6ocenTan [163]. OnHako B 3TOM TpyIire 6osiee 4acTo
HaOMI0JaIUCh U TOOOUYHBIE 3(PMEKTHI TTO0 CPaBHEHUIO C
MOHOTEpAanuei SMoIMpOCTEHOIOM.

B Hacrosimee BpeMst TIPOBOASATCS MU TUTAHUPYIOTCST
npyrue PKW mist onleHKU 3¢ PeKTOB M00aBICHMUST CUII-
neHacbuIa K SIOMPOCTEHOITY.

B HEKOHTPOJIMPYEMBIX UCCICTOBAHUIX Y OOTBHBIX C
JIAT, cocTosiHME KOTOPBIX YXYAIIAJIOCh, HECMOTpPS Ha
MOCTOSIHHOE JICUeHHEe HelapeHTepaIbHBIMU IIPOCTAaHO-
ngaMmu, nobasiaeHue boceHTaHa [164] unu cungeHaduia
[165] mpuBOAMIO K YAYy4YIIEHUIO JIETOYHON reMOoauHa-
MUKU U IIEPEHOCUMOCTH (DU3NIECKIX HaTrPy30K.

Knacc pekomennanmii 116, ypoBens mokazarenapHoctu C.

WHBa3uBHbIE METOABI NEYEHUS

bannonnas npeaceppHas centToctoMus

B HecKOMBKUX 3KCIepUMEHTABHBIX [ 166] 1 KITMHMYeC-
Kkux [167] HabGIIOAEHUAX BBICKA3aHO MPEIIOJOXEHUE,
YTO MCKYCCTBEHHOE co3laHue nedekTa MeXIpencep-
HOH NEPETOPOIKN MOXKET AATh ITOJOKUTEIbHBIN PE3Yb-
taT 1ipu Tskesoit JIT. dakTuyecku HaIu4ue Takoro Jie-
(bexra cozmacT myHTHpOBaHWE KPOBU CIIpaBa HAJIEBO U
TOBBICUT CUCTEMHBII BHIOPOC, HECMOTPSI HAa CHUKEHUE
IPpU 3TOM CUCTEMHOM caTypaliiy apTepUATIbHON KpOBU
U yBeJIMYEHUE CUCTEMHOIO TpaHcHopTa Kuciaopoaa. bo-
Jiee TOTO, TIPEACEPAHBIN IIYHT Pa3rpy3uT MpaBoe TMpe-
cepave U TpaBbIil XKeynouek (CO3AacT UX JAEKOMIIPEC-
CHUI0) U TEM CaMbIM OOJIErYUT KIIMHUYECKUE TIPOSIBICHUS
MPaBOXETYI0UYKOBOI HEMOCTATOUHOCTH.

Ponb GayutoHHOI TIpencepaHoi CeNTOCTOMUU B Jie-
yeHuu JIAT HeJoCTaTOYHO SICHA, TOCKOIBKY 3 (HEKTUB-
HOCTb TAKOTO BMEUIATEIbCTBA MOKA3aHa TOJbKO B OTHOM
HEOOJIBIIION IpyIIie OOIbHBIX M B OITMCAHMSX OTIETBHBIX
ciydaeB, Bcero mpuMepHo 120 omyOIMKOBaHHBIX CITyda-
eB [168, 169]. B 0oiblIMHCTBE CUTyallMil 3TO BMeLla-
TEJILCTBO MTPOBOAUTCS Y TSKEbIX OOJBbHBIX KaK Majiva-
THUBHAsI Mepa TPU OXUJIAHUM TPAHCTUIAHTALIMY JIETKHUX,
YTO OOBSICHSIET CBSI3aHHYIO C 9TOW TPOLEAYPO BBICO-
KYIO JIETaJIbHOCTb — OT 5 10 15 %. KpoMe cumnToMaru-
YeCKOro U reMOJMHAMUYECKOro yIydllleHUs] ObLIO TO-
Ka3aHO yBEJIMWYEHHE BbIKMBAEMOCTH MO CPABHEHUIO C
HMCTOPUYECKUM KOHTpojieM [76]. B HacTosiiiee Bpems
OaJIJToHHas mpeacepaHasi CeNTOCTOMUS TToKa3aHa 00Jib-
HBIM C Jajeko3alieanuM (GyHKIIMOHATbHBIM KJIacCOM
11T u dyHkumoHanbHbIM KiaccoM 1V o NYHA c peru-
JTVBUPYIOIIMMU CUHKOTIAJIbHBIMU COCTOSTHUSIMU U / VTN
MPABOXKETyTOYKOBOW HEIOCTATOYHOCTHIO HECMOTPSI Ha
BCE JIOCTYITHBIE JieueOHbIe MeponpusTUs. CeNTOCTOMUS
MCTIOJIBb3YeTCs JIM0O KaK MaJIMaTUBHAsI Mepa IMPU OXKH-
JAHUU TPaHCIIAHTAIlUM JIETKUX, JIMOO KaK CaMOCTOsI-
TEJIbHOE JIEYeHUE, KOT/Ia TIPOBECHUE IPYTOro JICUeHUS
HeBO3MOXHO [169]. bayymoHHas ripeacepaHast CernTocTo-
MU JIOJKHA TIPOBOIUTHCS TOJBKO B KIMHUYECKUX
LIEHTPaxX, UMEIOIINX OTIBIT TAKUX OTIepalIvil IJIsT CHYDKE-
HMS CBSI3AHHOIO C HEM prcCKa.

Knacc pekomennanmii I1a, ypoBens 1oka3zarensHoctu C.

TpaHcnnaHTaumsa nerkux

TpaHcIIaHTaLM JETKUX WIM KOMIUIEKCa "cepie-Jier-
kue" npu JIAT onieHuBanach TOJbKO B OOHOM IMPOCIIEK-
TUBHOM HEKOHTPOJIMPYEMOM HCCJIETOBAHUU, TOCKOJIb-
Ky (hOpMabHO CYUTAETCH HEITUUYHBIM NpoBoauTh PKI
IIpU OTCYTCTBUU aJIbTEPHATUBHOTO JieueHust [169].

TTocne TpaHcIIaHTALIMU JIETKUX M KOMILIeKca "cepli-
me-jerkue” 3- u 5-JeTHSIsSI BBDKMBAEMOCTb COCTaBIISIET
npuMepHo 55 u 45 % cootBetcTBeHHO [170].

I1pu NJIAT BBINOJIHSUIMCH TPAaHCIJIAHTALIUKM KaK Ol -
HOTO, TaK Y 000UX JIETKUX, U 3TU OIlepaliii KOMOMHUPO-
BaJli C yCTpaHEHMEM IIOPOKOB Cepilia MpU CHHIPOME
Dii3eHMeHTepa. BBEDKMBAeMOCTh PEIUITUEHTOB TIOCIE
MOHO- M OMJIaTepaJbHOU TPAaHCIUIAHTALIMU JITKUX I10
nosoay JIAI' mpuMepHO oAMHAKOBa, U B OOJBIIMHCTBE
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ciyuaeB JIAT oba 3Tux BapmaHTa paBHO3HauYHbI. OTHAKO
MHOTHE LIEHTPbI TPAHCIJIAHTOJIOTUY B HACTOSIIIIEE BPEMSI
MPEANOYUTAIOT TPOBOIUTH OUIaTePAIbHYIO TPAHCILIAH-
TallMIO JIETKUX, B YaCTHOCTH, M3-3a MEHBIIEH YacCTOTHI
TOCJIeOTIePAIIMOHHBIX OCTIOKHEHU. Y OOJIbHBIX C CUHI-
poMoM ODii3eHMeHTrepa M NpU TEPMUHAILHON CTagun
CeplIeYHOI HEMOCTATOYHOCTHU CJIEIyeT pACCMOTPETh BO3-
MOXHOCTb TpaHCIUIAaHTAIlMU JIETKUX U CepIlla, KOTopast
TIPY HEKOTOPBIX CIIOKHBIX TIOPOKaxX U AeheKTax MexoKe-
JyTIOYKOBOI TIEPETOPOJKU IAET JIyUIIIyIO BBDKUBAEMOCTb.

TpaHcIIaHTaL M JETKMX U KOMIUIEKCa "cepaLie-jer-
kue" mokazaHa OonbHBIM ¢ JIAT ¢ gaiekosamienimm
dynkuroHanbHbIM K1accoM 111 u kmaccom IV mo NYHA

Knunnyeckue pekomenpaumm

npu pedpakTepHOCTU KIMHUYECKUX CUMIITOMOB K J10C-
TYIIHBIM MeToaaM JieueHust. Henpenckasyemas Jyutesib-
HOCTbB Iepuoaa OXXKUIAHUS U HeXBaTKa JOHOPCKUX Opra-
HOB OCJIOXHSIIOT MPUHSTUE pPelleHUs] 00 ONTUMaIbHOM
BpEMEHHU MOCTAaHOBKHY Ha ouepe/ib 1JIsl TPaHCILIaHTALMMU.
Knacc pekomennanmii I, ypoBens mokazareapnoctu C.

Anroputm neyexus

AJITOPUTM JIeUeHMsI, pa3pabOTaHHBIN HAa OCHOBE KJIacCOB
PEKOMEHIALUIA U YPOBHEM NOKA3ATEIbHOCTH PE3YJILTaTOB
KJIMHUYECKUX UCCIIeAOBAaHUI, peaCTaBeH Ha puc. 3. Ay-
TOPUTM orpaHuyeH Juiib 6oabHbiMU I u IV dbyHKIMO-

JIAT, 111/ IV dyHKumoHanbHble knaccbl no NYHA ()

'

doHoBas Tepanus U 00LMe MeponpuaTUS
MepopanbHble aHTukoarynautol (lla, C), auypetuku (I C), 02 (lla, C), aurokcuH (116, C)

KoHcynbraums akcnepra @

OcTpblit Ba3ogunaTaLmoHHbIii TecT ©

v

MonoxurenbHbIin 4

v

OTpuuaTenbHbIii

IV dpyHKUMOHaNbHBINA Knace

MepopanbHble aHTaroHNCTbI
no NYHA®

kanbuus (1 C)

Il pyHKUMOHaNbHLIA Knace
no NYHA ©

AnonpocteHon (1 A)

CTaOunbHbIi NONOXUTEbHbINA
GocenTaH (lla B)

adpdext ©

:

AHTaroHucTbI QHAO0TEJIMHOBLIX peLenTopoB
BocentaH (1 A)

nn
AHanoru npoctaHonpaoB

TpenpocTuhun (lla B)

unonpocr 8/8 (lla C)

nnonpocT uHr (lla B), Tpenpoctunun (lla B), 6epanpocr (116 B), *
Ja Hert > unu HeT ynyuwexus nnu
> | yxynweHnue: KoMGUHMPOBaHHas
HenpepbiBHoe B/B BBEAEHWE NPOCTALMKIUHA Tepanua? (116 C)
anonpocteHon (1 A) ) Y
o BannoHHas npeacepaHas
B (7
MpoponxuTs nevexne nHrnouTopsl pocdoamnactepassbi-5 7) centoctomus (lla C) u/nnm

aHTaroHMCTaMu Kanbuus CunpeHadun (1A)

TPaHCNJIaHTaLUs Nerkux

Puc. 3. Arroput™ jieueHus, OCHOBAHHOI'O Ha J0Ka3aTeIbCTBAX

[Mpumeuanue: () — aaropuT™ mnpeaHasHaueH TOIbKO st 60bHbBIX ¢ [11 1 IV dyHkiumronanbHbiMu kinaccamu 1o NYHA, MOCKOIBKY OHM TPEACTaBISIOT OOJIBIIYIO
YacTh MOMYJISIIK, BKIIOYEHHOI B KOHTPOJMPYeMble KITMHUYecKue uccaenoBanus. st [ u 11 ¢pyHkimonansHbIX KiaccoB 110 NYHA nmeiorcst oueHb OrpaHUYeHHbIE
naHHble. Kpome Toro, cxembl JieueHHUsl UCCIIeI0BAJIMCH B OCHOBHOM Y 00JIbHBIX co criopannyeckoir MJTAT u JIAT, cBsi3aHHOI CO CKJIepoIepMuUeil Win pUMEeHEHUEeM
aHopekcureHoB. CrieryeT OCTOPOKHO 9KCTPATIONINPOBATh 9T JaHHbIe Ha aApyrue Buabl JIAL @ — B CBSA3M CO CI0XHOCTBIO MPOBEICHUST OCTPBIX BA30AMIATALIMOHHBIX
TECTOB M IOCTYITHBIX BAPUAHTOB JICUCHHsI HACTOSATEIbHO PEKOMEH/IYeTCsl HAIpaBJIsiTh 60JIbHBIX ¢ JIAT B crieliManin3upoBaHHbIe LIEHTPBI. ) — OCTPbIil Ba3oaMIaTalln-
OHHBI TECT CJIeAyeT POBOAUTD BceM 00JibHBIM ¢ JIAT, HecMOTpst Ha TO, UTO TECT ObIBACT MOJIOXKUTEIbHBIM vallle Bcero y 60bHbIx ¢ MJTAT n JIAT, cBsi3aHHOM ¢ npu-
€MOM aHOPEKCUTEHOB. Y — OCTpasi MONOXUTEIbHAS PeaKlnsl Ha Ba30AMIATATOPbI OIpenesieTcsl Kak cHibkeHue cpenHero AJIA kak MuHumyM Ha 10 MM pT. CT. 10
ypoBHsT 40 MM PT. CT. WJIM HIKE C YBETMUCHUEM MJIM COXPAHEHUEM TIPEXHETO CEepAeYHOTO BHIOPOCA BO BPEMST OCTPOTO TecTa ¢ MHTaIsAIIMOHHBIM NO, BHYTPUBEHHBIM
SIOMPOCTEHOIOM WJIM BHYTPUBEHHbBIM aleHO3UHOM. @ — 3¢hheKT OT aHTarOHUCTOB KaJIbLIMsI PACLIEHUBACTCSI KaK CTAOWJIbHBIN MOJIOKUTEbHBIIA IpY Hanuuuu | nim
II dbynkunonansHoro kiaacca no NYHA 1 noutu HopMasibHOI reMOAMHAMKKeE Yepe3 HeCKOIbKO MecsiiieB aeueHust. © — y 6onpHbIX ¢ [11 hyHKIIMOHANTBHBIM KITaccoOM
o NYHA rtepanueii BbIGOpa sIBISIIOTCS TepopaibHble aHTATOHUCTBI 9HIOTEIMHOBBIX PELIENITOPOB, HETPEPHIBHOE BHYTPUBEHHOE BBEJICHKE SMOTPOCTEHOA UJTH aHa-
JIOTM POCTAaHOMIOB. 7 — K MOMEHTY HalucaHusl JaHHOTO PyKOBOJCTBA cuiieHadu1 He paspelueH ais JedeHust JIAT Hu onHuM dapMaKkosIornyecKuM KOMUTETOM.
(®) — GOJIBLIMHCTBO 3KCIEPTOB CUUTAIOT, UTO GosbHBIe [V hyHKIIMOHATBHOTO Kilacca 1o NYHA B HecTaGMIbHOM COCTOSIHUM IOJKHBI JIEUUTHCSI BHYTPUBEHHBIM 3TI0-
MPOCTEHOJIOM (yJTy4IlleHUe BBIKMBAGMOCTH, MUPOBOII OTIBIT M ObIcTpoTa JciicTBust). A, B, C kiaccudukanmst B COOTBETCTBUY € TabI. 4 U 5; B/B — BHYTPUBEHHBIIA.

37

http://www.pulmonology.ru



PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

HabHBIX KiaaccoB o NYHA, Tak Kak OHU COCTaBJISIIOT
OOJIBIIMHCTBO MOMYJIsSILUMKY, yyacTBoBaBiiein B PKU.

Jnst 6oabHbIX ¢ [ 1 11 pyHKIIMOHATBHBIMU KJIacCaMu
no NYHA umMelorcst oueHb CKyIHbIE JaHHbIE, U Tpedy-
FOTCS CITeIIMaIbHbIC UCCICAOBAHMS IJII BRIPAOOTKHU CO-
OTBETCTBYIOILIEH cTpaTeruu. B Hacrosiee Bpems 00Jb-
Hele ¢ | u Il ¢pynkumoHansHbiMu Kilaccamu mo NYHA
TOOJIKHBI TTOJy4aTh (DOHOBYIO TEparnuio, a Mpu MOJ0XKU-
TeJIbHOUM peaKIIMM Ha Ba30IWJIaTaTOPhl — aHTAaTOHUCTHI
KanbLus. [Ipy HaTuuMKM HECKOJILKUX MOKa3aTeseid 61a-
TOIIPUSITHOTO MPOTHO3a (cM. pasaen "OlLeHKa TSKecTH')
PEKOMEHYEeTCs TIIATEIbHOE HAOII0ACHUE I BKIIIOYE-
Hue 6oabHoro B PKH.

PaznuuHbIe METOMBI JICUSHUS N3yYaIuCh B OCHOBHOM
y 6onbHbiX ¢ MJIAT, JIAT Ha doHe ckiepoaepMuu UIn
nprueMa aHOPEKCUTEHOB, U CJIEAYET OCTOPOXHO IKCTpa-
MOJIUPOBATh 3T PEKOMEHIALIMU Ha Apyrue BUAbl JIAT
(cM. pasmen "OcoOble coCcTOSTHUS ).

IMocne ycraHoBiaeHuss auarHosa JIAIT mpeamoyTu-
TebHBIN TIEPBOHAYAIBHBINA ITOAXOH COCTOMT B OOIIMX
MEPOIPUSTHUSAX ¥ (POHOBOU TepaITiK, KOTOPask BKIIFOUYAeT
TepopalbHbIe aHTUKOATYJISIHTBI (TP OTCYTCTBMH IIPO-
THUBOMNOKA3aHUI), TUYPETUKU TIPU 3aePKKe KUIKOCTH,
WHAJISIIMOHHBIA KHUCIIOPOJ, IPY TUIIOKCEMHH M TUTOK-
CHH TIpu pedpaKTepHOI ITPaBOKEITyIOIKOBOM HEIOCTa-
TOYHOCTH ¥ / WJIN CYIIPABEeHTPUKYJISIPHON apUTMUM.

B cBs13U CO CIIOXHOCTBIO JTOTIOJHUTEIBHOTO 00ce-
OOBAaHUS Y TOCTYITHBIX BAPVAHTOB JICUCHUST HACTOSITEIb-
HO PEKOMEHYeTCsl HampaBisTh 00ibHbIX C JIAT B crie-
IMAIM3UPOBAHHBIC KIMHUYECKIUE IIEHTPHI.

OcCTpblii TECT Ha Ba30PEaKTUBHOCTD JOJXKEH MTPOBO-
IUTHCS BceM 00JibHBIM ¢ JIAT, XOTs1 yaliie Bcero Tect Obl-
BaeT MOJOXUTENbHBIM y 00onbHbIX ¢ UJIAT u JIAT, cBs-
3aHHOI C IPUEMOM aHOPEKCUTEHOB, KOTOPBIC XOPOIIO
OTBEYAIOT Ha BBICOKME M03bl aHTATOHUCTOB KaJIbLIUs.

BosbHBIE C TTOIOKUTETEHBIM TECTOM Ha Ba30PCaKTHB-
HOCTB, KaK TOBOPUJIOCH BHIIIIE, TOJDKHBI TIOJTYyJIaTh OITH-
MaJIbHO II€PEHOCUMBIE HO3bl AHTATOHWCTOB KaJIbIIVSI.
CTaObuIBLHOCTh TMOJOXUTENbHOTO 3 @eKTa OT JIeUeHUs
cJlelyeT OLIEHUBATh CIYCTs 3—6 Mec. OT Havajia Teparnuu
aHTArOHUCTaAMU KaJIbIUs (CoXpaHeHUe (PYHKIIMOHAIBHO-
ro kiacca I unum I1 mo NYHA ¢ moutn HopMasibHOI TeMo-
OUHaMUKOM).

BonbHBIE ¢ OTpHMIIaTeILHBIM TECTOM Ha Ba3opeak-
TUBHOCTb, UMeloIe QYHKIUMOHAIbHBIN Kaace I wim 11
no NYHA, mokKHBI IMPOIOKUTH (POHOBYIO TEpaItmio
MPHU TIIATEIbHOM KJIMHUYECKOM HaOIIOIECHUN.

BonbHBIE ¢ OTpHMIIaTeILHBIM TECTOM Ha Ba3opeak-
TUBHOCTD WX C TTOJIOKUTEIbHBIM TECTOM, OCTAIOIIECS
B III ¢pynkumonampbHoMm kiacce mo NYHA, moiKHBI
paccMaTpuBaThCsl KaK KaHIMIAThl Ha JiedeHue Jubo
ADP, 1ubo npocraHouaamu. B HacTosiiiee BpeMs e1uH-
CTBEHHBIM MMEIOIIMMCS B TIPOAaKe U pa3pelIeHHBIM K
ucroyib3oBaHnio ADP aBisgeTcsa mepopalbHBIM aHTaro-
HUCT 000MX SHAOTEIMHOBBIX PELIENTOPOB — OOCEHTaH.
Cpenu nmopcTaHOUI0B TPENPOCTUHUIT Ha3HAYAETCS MO/ -
KOxXHO 1 paspenieH B CIIIA; mIonpocT, NCIIOIb3yeMbIit
B BHJIe a3p030JIs1, pa3pelieH B EBpomne u ABcTpanum, 6e-
panpoct pa3peuieH B SAnonuu u FOxHoit Kopee. Herpe-

PBIBHOE BHYTPMBECHHOE BBEICHHE SIOIIPOCTEHOIA TaK-
Ke MoxXeT HaszHadaTbcs mnpu Il dyHKIIMOHATBHOM
kiacce mo NYHA u pedpakrepHoctu K ADP unm apy-
UM TIpocTaHouIaM. HeKoTopble aBTOPHI MO-IIPEKHEMY
CUMTAIOT 3TOIPOCTEHO IIpeIapaToM BBIOOpa y OOJIb-
Hbix ¢ III dpynkunonanbHbIM KaaccoMm o NYHA u3-3a
€ro IMOJIOXKUTEIbHOIO BJAMSHUS Ha BBKMBA€MOCTb.

Bb1600p KOHKPETHOTO Mpenapara 3aBUCUT OT pa3iny-
HBIX (haKTOPOB, B TOM UHCIIC pa3pelIeHUs Ha UCIIOIb30-
BaHUE IpernapaToB, CIIocoda BBeAECHUS, TOOOUHBIX 3~
(beKTOB, MPEANOUTeHU OOJLHOrO U OIbITa Bpaya.

TepopanbHbiii uHrMOUTOP PJID-5 crnneHadwt B Hac-
TosIIIiee BpeMsT He paspelieH mis TedeHns JIAT Hu omHIM
n3 (papMaKOJIOTUIECKMX KOMUTETOB, U €0 IIPUMEHEHUE
BO3MOXKHO TOJIBKO Y OOJIbHBIX, Y KOTOPBIX pa3pellieHHbIe
BUIBI Tepalmiy He3(POEKTUBHEI WU IIPOTUBOIIOKA3aHEI.

ITocne 3aBepuienust ocHoBHoro PKHM u oueHku ero
pEe3yJIBTaTOB (hapMaKOJOTUUYECKUMI KOMUTETAMHU POJIb
3TOro Ipenapara OyaeT 0oJiee sicHa.

HernpepbiBHOE BHYTPUBEHHOE BBEACHUE SITOIIPOCTE-
Hona, pazpemenHoro B CIIIA u EBpome, moxer pac-
cMaTpUBaThCs Kak jedeHue nepsoro psiga npu UIIAT y
o6onbHBIX ¢ IV dyHKkuMoHanbHBIM KiaccoM 1o NYHA
M3-3a TIOJIOXKUTEIPHOTO BIWSIHHUSI Ha BBDKUBAEMOCTH B
3TOM KaTEeTOPUM OOTbHBIX.

XoTts1 O0CeHTaH M TPEeNpPOCTUHMUII TMOKa3aHbl 0OJIb-
HBIM ¢ IV QyHKIIMOHAJIBHBIM KJIAaCCOM, B KIIMHUYECKUE
WICCJIEIOBAHMS 3TUX IIPEITapaToB OBIJIO BKIIIOUEHO OYeHb
HEMHOTO TaKMUX OOJBHBIX. COOTBETCTBEHHO, OOJIBIITIMH-
CTBO 3KCIIEPTOB PACIICHMBAIOT 3TO JiIeYCHME KaK Tepa-
M1I0 BTOPOTO psifa IJisl TsKeabix 00abHbIX. He mpoBene-
Ho HU ogHoro PKW ¢ BHYTpHMBEHHBIM MJIOMPOCTOM, HO
TeM He MEHee 3TOT aHaJIOT IIPOCTAIIMKIIMHA pa3pelleH B
Hosoii 3enanaum.

KombuHupoBaHHast Tepanus (Hanmpumep, ADP +
MPOCTAHOMIBI) MOXKET Ha3HAYaThCs OOJBHBIM IIPU OT-
CYTCTBUU YIIYUIICHUS WM YXYOLUICHUS COCTOSHUS Ha
(oHe nedeHUs TperapaTaMM IIEPBOTO psia HECMOTPSI
Ha TO, YTO JaHHBbIe 00 3TOM OCOOOM CII0CO0E JIeueHUs
OTpaHWYEHBI U IIPEICTaBICHBI B OCHOBHOM HEKOHTPO-
JIMpyeMbIMU HccienoBaHnsiMu. HeobxogmMo paspabo-
TaTh COOTBETCTBYIOIINE ITPOTOKOJIBI TI0 BPEMEHHU U J0-
3UPOBKAM [IJid YMEHbBIIEHUS] BO3MOXHBIX MOOOYHBIX
3¢ HeKTOB KOMOMHUPOBAHHON Teparuu.

BannonHas mpencepaHas CENTOCTOMHUS W / WX
TpaHCIUTAHTALIMS JISTKUX ITOKa3aHbI IIpUA pepakTepHOI
JIAT unu npu HEBO3MOXHOCTM MPOBEACHUS MeIuKa-
MEHTO3HOTO JICUCHUSI. DTH TTPOLIEAYPHI JOJKHBI BBITION-
HSITBCSI TOJIBKO B KIIMHUYECKUX LIEHTPAX, UMEIOIINX IT0-
JIOOHBIN OIBIT.

Oco0ble COCTOSIHUS

JIAT B peTckom Bo3pacTte

Yacmoma. BpoxaeHHBIE TOPOKU ceplla Jallle BeTpeda-
FOTCS Y IeTeii, YeM Yy B3pOCIIbIX, 1 HEOOXOTMMO BOBPEMSI
pacrio3HaTh 3Ty BaxkHylo npuuuHy JIAIL Hamportus,
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JIAT, cBsasanHas ¢ 3CT, moprajabHOIM THIIEPTEH3UEH,
BUY-unbpexumeil 1 Bo3aelCTBUEM JIEKAPCTB U TOKCH-
HOB, y AeTeli BcTpeuaeTcs pexe. K JIAT Takske oTHOCUT-
ca nepcuctupytoias JII' HoBopoxaeHHbix (ITJITH), xo-
TS ec IMaTOreHe3 M JICUCHUE CYIIECTBEHHO OTIMYAIOTCS
ot apyrux ¢opM JIAT 1 moaToMy He 00CyKIaeTcs B JaH-
HoM pykoBoxactBe. ITJIITH o6bryHo mpexonsias [171,
172] ¢ moMHBIM BBI3NOPOBICHUEM, HE TPEOYIOIINM I10-
CTOSTHHOM MOIIepKUBAIOIIC Tepaluu, JU00 JeTallb-
HBIM MCXOJIOM B HEOHATaJIbHOM TIEPHOME, HECMOTPS Ha
MaKCUMaJIbHBII 00beM KapAUOMyJIbMOHAJbHBIX Tepa-
MeBTUYECKUX Meponpusituii [173].

Ilamocenes. Mexanusm passutus JIAD y nereit u
B3pPOCJIBIX He UMeeT 4eTKuX pasnuuuii. OnHaxko TTJITH
MOXET UMETh HEKOTOpPhIe CrelMMDUIECKUE MEXaHU3Mbl
3a CUET HAJIMYMSI OCOOCHHOCTEH JIETOUHOW COCYAUCTOM
CHUCTEMBI TIJI0JIa ¥ He3apallleHWsI OBAJIbHOTO OKHa [174].
KpomMme Toro, nmosoXxuteabHbIi OCTPHINA TECT Ha Ba3ope-
aKTUMBHOCTb yalle Habmomaetcsa y geteil ¢ UJIAI, uto
MO3BOJISIET yMaTh, YTO Ba30KOHCTPUKIIUAS MOXET MpHU-
BOIUTH K HEOOPATUMBIM OOCTPYKTUBHBIM M3MEHECHUSIM
COCYZIOB Yy 3TOM KaTeropuu 60abHBIX [79, 118].

Kaunuueckas kapmuna u obcaedosanue. KnmHuuec-
KU€e, TMarHOCTUYECKUE U TMTPOrHOCTUYECKUE JaHHBIE IO
JIAT B OCHOBHOM COOpaHBbI ISl B3pOCJION MOMYJISILUH,
MMO3TOMY YacTO HEOOXOAMMO 3KCTPAMoJUpPOBaTh 3THU
OaHHbIC Ha MeAUaTPUIECKUI KOHTUHIEHT.

ITo mannbiM Peructpa HalmoHaabHOro MHCTUTYTa
3I0POBBSI IPU OTCYTCTBUM JieueHUs JIAD jeTanrbHOCTD
BBIIIIC CPEAU MeTel, 4eM cpeau B3pocabix. OmHAKO 3TU
OaHHbIE MOJIyYeHbl Ha HEOOJIbIIIOM 4YHUCe TeauaTpu-
YECKUX CIYYaeB 10 TOT0, KaK MHOTHE COBPEMEHHbBIE Me-
TOMBI JICYCHUS CTAIN TOCTYIHBIMU. TeOpeTUICCKHU Clie-
OyeT OXHUOATh, YTO OTBET Ha TEPaITHIO y IeTeil TOKeH
OBITH JyYIlle M3-3a TOr0, YTO COCYIbl MPOIOJIKAIOT Me-
HSTBCS TIO Mepe pocTa pedeHka. HoBble MeTonbl jieue-
HUS JOCTUTJIN JIyYIINX PE3YJBTaTOB y HETeH, 4eM Y
B3pocibix ¢ JIAL, HO y gereii TeyeHue OOJIe3HU MeHee
npeackasyemo [175]. OcraeTcs HEICHBIM, TOYEMY TeUe-
Hue oauHakoBbiX (Gopm JIAI' y pasHbIX AeTeit MOXeT
pa3ImyaThCs.

HecMotpst Ha TOT hakT, YTO IUATHOCTUYECKAS CTpa-
terus y nereit ¢ JIAI Obl1a ucciaenoBaHa TOJIBKO B OTHOM
KJIMHUYECKOM LieHTpe, neTu ¢ Tskeaoi JIAD nmpoxoasT
Takoe ke 00ciIemoBaHNe, KaK U B3pOCbIe (CM. BEIIIC)
[176]. DTu uccaenoBaHKWsT BKJIIOYAIOT Ta30BBIA aHAIN3
apTepuaIbHOM KPOBU, caTypalluio KMCIOpoaa, PeHTIe-
HOTpaMMy OPTaHOB IPYIHOM KJIETKM, JerouHble (PyHK-
UOHAJIbHBEIC M HArpy304YHBIE TECTHI, 3XOKapauorpa-
¢U0, BEeHTUISILIMOHHO-NEP(Y3MOHHOE CKaHMPOBaHUE
JIETKUX, CEPOJIOTMYECKUE UCCIIENOBAHUS I UCKITIOYE-
Hus 3CT, ucciienoBaHUsI CBEPTHIBAEMOCTU KPOBU, aHa-
nu3bl Ha BUY. Jluarnos JIAT nojikeH ObITh TOATBEPK-
neH rpu KIIC.

Kak u y B3pocabix ¢ Tskenoit JIATL, uccnenoBanue
JeroyHoii BazopeakTuBHOcTU Ipu KIIC BkiItoyaer
OLIEHKY OCTPOTO OTBETa Ha KOPOTKOIECTBYIOIINIT Ba-
30AMJIaTaTOpP, TaKOM KaK MHraassumoHHbIE NO, BHYT-
PUBEHHBII 3MONPOCTEHOJ WIM BHYTPMBEHHBIN ameHO-

Knunnyeckue pekomenpaumm

3UH, C LIEJIbIO OTIpe/ie]IeHNUs] BO3MOXKHOCTHU JUIUTETbHON
Tepaliiy aHTaroHWCTaMu Kajiblius. IlomoxurenpHas
peakiius Ha Ba3oAwIaTaToOphbl Yallle BCTpeyaeTcs y ne-
Tel, YeM y B3POCIIbIX, W 3TO IMO3BOJISIET JCTSIM dallle,
YeM B3pOCJBIM, YCIICIIHO JICYUThCA AaHTArOHMCTAMU
Kanprus [79, 118].

Jleuenue. TepaneBTUUYECKUIT aJITOPUTM IJis JeTel ¢
JIAT' aHajornyeH TakOBOMY IJis B3POCJBIX, OZHAKO
NMeeT HECKOJBKO CITeIIn(DUIEeCKNX OCOOCHHOCTEIA.
Hampumep, y nereii ¢ mojJoXUTeIbHBIM OTBETOM Ha CIle-
uduyeckoe gedyeHue ap@ekT yacTo ropaszao 0oJjee Bbl-
paxeH, yeM y B3pocibiX. M1 HaobopoT, mpu Headdek-
TUBHOCTH TAaKOI TepaIriy BEDKMBAEMOCTh y AETEil 4acTo
OoJsiee KOpOTKasi, YeM Y B3POCIIBIX C TsKeJoi (popMoit
3a00JIeBaHUSI.

ITockobKy peaKTMBHOCTD JIETOYHBIX COCYIOB Y Jie-
teii ¢ JIAT yacTo BbllIe, YeM Y B3POCIIbIX, J100ast UHDEK-
1S PECIMPATOPHOTO TPaKTa, BBI3BIBAIOIIASI HapyIlle-
HUE BEHTUISLUOHHO-TIEP(Y3MOHHOTO OTHOIIEHMS 3a
CYeT aJIbBEOJISIPHOM TMITOKCUU, MOXET IPU OTCYTCTBUU
AKTUBHOTO JICYCHMSI IIPUBECTU K KaTacTpO(PUICCKUM
TMOCIeACTBUSIM. MBI peKOMEHIYeM TOCIUTAIN3UPOBAThH
TaKuX JeTell ¢ MHEBMOHMEN ISl TIPOBeIeHUST aHTUOAK-
TEepUAIbHOM Tepanuy W HazHayaTh aHTUITMPETUKM TTPU
TOBBIIIIEHUY TeMITepaTypsl Tesa oosee 38 °C misa MUHU-
MU3alUM TTOCJICACTBUI MOBBIIIICHHBIX METaA00IMIeCKIX
MOTPeOHOCTEI.

Tpebytor yTouHeHMs1 3(PPeKTUBHOCTL M Oe3omac-
HOCTbh JJINTEJIbHOI aHTUKOATYJITHTHOH TepaIruu y aeTeit
¢ JIAT u ee ontumanbHble cxeMbl. OIHAKO CYILIECTBYIO-
11Iee CEerofHsI MHEHHE 3KCIEePTOB 3aKJII0YaeTCs B TOM,
YTO aHTMKOATYJSTHTHAsT Teparsi HeoOxXoarma y JaeTei ¢
TIPaBOXETYI0UYKOBOM HEIOCTATOYHOCTBIO.

beszomacHocTh M 3 (EKTUBHOCTL aHTAaTOHMUCTOB
KaJblMsl OCHOBaHA Ha pe3yJbTaTax OCTPOro Ba3zoaujiaTa-
LIMOHHOTO TecTa; 3(P(EKTUBHOCTD 3TUX MPETIApaToOB Y Jie-
Tell Takas e, Kak y B3pocyibix. ONTUMaIbHbIE TO3bI, KaK
TIPaBWJIO, OTHOCUTEIIPHO BBICOKHE, KaK 1 Y B3POCIIBIX (CM.
BBIIIIE), U JETU HYXKAAIOTCS B 00Jiee BHICOKMX J03aX Ha
1 KT Beca, 4yeM B3pOCJIbie, 1 XOPOIIIO MePEHOCST UX.

Knunuyeckue mokazaHusl UTsl [UTUTETbHON BHYTPU-
BE€HHOU Tepamnuy 3MONPOCTEHOJIOM Y NETEH Te XK€, YTO U
y B3pociblX. OnNTUMAaIbHbIE 03I 3MOIPOCTEHOJAa KaK
JUTSI IETEH, TaK ¥ JIJIsT B3POCIBIX TOKa He YTOYHEHBI. Y Jie-
Tell HavyaJlbHasI 033 COCTAaBJISAeT 2 HI/KT/MWH, KaK U Y
B3POCJIBIX, U TIPY HEOOXOIUMOCTH MOBBIIaeTcsa. OObIu-
HO IOBBIILIEHUE 03Bl TPOBOIUTCS JOCTATOYHO OBICTPO B
TepBbIe MECSIIBI OT Havasa JedeHus . XOTsI CpeaHsisl 103a
3a ron y B3pocioro 6osbHoro JIAIT mpumepno 20—40
HI/KT/MUH, LI IeTeli, 0COOEHHO MJIAIIIero Bo3pacTa,
oHa npuomkaercs K 50—80 HI/Kr/MUH, U ONITUMAaJIbHast
11032 3HAUYUTETHHO BapbUPYET Y PA3HBIX NALIMEHTOB.

[TepopasibHBIN GepanpocT, WHTATSIIMOHHBINA WO~
POCT U TIOAKOXHBIE MH(Y3UM TPEIIPOCTUHIIIA TaKXKe
npuMeHsIoTcs B aedeHuu aeteii ¢ JIAIT ¢ pa3Hoii cre-
neHblo ycnexa. Ha mpakTuke y Aeteit Miaailiero Bo3-
pacta JOCTaTOYHO TPYAHO MNOomo0paTh 3¢h(HEKTUBHYIO
03y MHTAJSIIMOHHOTO WJIOIPOCTA Jaxke IPU XOPOIIeH
KooIlepallii C TAalMeHTOM, a ITOJKOXHbIE BBEICHUS
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TPEeNpOCTHHMIIA OoJle3HeHHBI. OTIBIT ITOKAa3bIBaeT, UToO,
KaK ¥ JJIsI BHYTPUBEHHOTO 3IIOIIPOCTEHOA, ACTSIM HE00-
XOIUMBI 0oJiee BBICOKME 103bl Ha KWJIOIPaMM Beca, 4YeM
B3POCIIBIM.

It otieHKH (papMaKOKMHETUKHU, TIEPEHOCUMOCTU 1
0e301acHOCTH TTepopalibHOro deparpocra y nereit 4—17
net ¢ JIAT Obl10 MpOBEAEHO OTKPHITOE HEKOHTPOJIUpYe-
moe uccienosanue (BREATHE-3). B atoM npeasapu-
TeJIbHOM MCCIICIOBAaHNN Y 18 BKITIOYEHHBIX B ICCIIEIOBA~
HUE JIeTeil ObUIO IOJIYYeHO 3HAUYMTENIPHOE YIIyJIleHHue
rnokasaTeseil reMOAMHAMUKU yepe3 12 Hel. IeueHUs Tie-
pOpabHBIM 0036HTAaHOM KaK B Ka4eCTBE MOHOTEpAIIUH,
TaK 1 B KOMOMHAIIMM C BHYTPUBEHHBIM SITOMIPOCTEHO-
qowm [177].

OrnucaHo IpUMeHeHue y aeTeii MHrmouTopo MID-5,
TaKUX KakK cuiaeHadua, HO JaHHbIE OTPaHUYEHHBI 13-
3a HeOOoJIBIIIOTO uKcia ciaydaes [178].

JAT, cBsi3aHHas C CUHAPOMOM Jii3eHMeHrepa

Yacmoma. CM. paszmen o0 CUHApoMe Di3eHMeHTepa B
rnaBe "Knaccudukaumsa" 1mo BpPOXKIEHHBIM CUCTEMHO-
JIETOYHBIM IIIYHTaM.

Ilamoeene3. CuHapom Dil3eHMeHrepa OINMUCaH Kak
BPOKICHHBIN MOPOK CePIIia, BEI3BIBAIOLINI 3HAUNTEIIb-
HBII COPOC KPOBU cJieBa HAlpaBO, KOTOPbIA CTAHOBUTCSI
MPUYMHON TSXKEJIOro MOpakeHUsl JIETOUHBIX COCYIOB U
JIAT ¢ nmocienyomuM U3MEHEeHUEeM HaMpaBIeHUs IITyH-
tupoBaHus [179]. Ecnu nmepBoHaYaqbHO KPOBb IIIYHTU-
pyeTcs clieBa HalpaBo, TO 3aTEM BO3POCIINIA IIOTOK KPO-
BU, a TakXe IOBBIIIEHHOE JaBjJeHUE IPUBOISIT K
00CTPYKIIMM JIeTOYHBIX cocyaoB, 1 korna JICC npubau-
’KaeTcsd WM TIPEBBIIIACT CHUCTEMHOE COIPOTHBIICHHUE,
HaIpaBJieHHE IITYHTUPOBAHUSI KPOBU MEHSIETCS.

Kaunuueckas kapmuna u obcredoéanue. Y OONbIINH-
cTBa OOJIBHBIX YXYIIIAETCS TMEePEHOCUMOCTh (u3nyec-
KOI Harpy3KH U TTOSBJISIETCS OIBIIIKA TIPU Harpy3Ke, HO
9TH CUMIITOMBI MOT'YT XOPOIIIO KOMIIEHCUPOBAThCS B TE-
YeHHe MHOTUX JIeT. MOTyT pa3BUThCS JIETOUHOE KPOBO-
XapKaHbe U KPOBOTEUECHUE B pe3yJibTaTe pa3pbiBa JIuJia-
TUPOBAHHBIX OpPOHXUANBHBIX apTepuit. [TOCKOJIBKY Y
OOJIBHBIX CO CHMXKEHHOM carypauueil apTepuabHON
KPOBU HapyIIaeTCsl TeMOoCTa3, OHM MMEIOT MOBBIIIEH-
HBII PUCK KaK KPOBOTE€UEHU, TaK U TpoM0O030B. B pe-
3yJbTaTe ITapagoKcaabHO 3MOOJM3allui, BEHO3HOTO
TpoM003a 1iepeOpabHbIX COCYI0B WJIM UHTPaKpaHUaJIb-
HOTO KPOBOTEUYEHUSI MOIYT Pa3BUThCS 1epeOpOBaCKY-
JSIpHBIE OocyioXkHeHusl. Kpome Toro, OOJIbHBIE ¢ TaKUM
COCTOSTHUEM MMECIOT BBICOKMI PUCK pa3BUTHUS adCIiec-
COB T'OJIOBHOTO MO3ra. Y O0JIbHBIX C CHHIPOMOM Dii3eH-
MeHrepa BO3MOXHO BO3HUKHOBEHME CUHKOTAJbHBIX
COCTOSIHMIA 3a CUET HeaaeKBaTHOTO CepAeYyHOro BHIOPO-
ca win, pexe, apuT™Mu. CUMIITOMBI CEpIeIYHOM HETOC-
TATOYHOCTH, KOTOPBIE PEAKO TMOSIBISIIOTCS 10 TeX Top,
nmoka 00JIe3Hb He BOMIET B pa3BEPHYTYIO CTAIMIO, O3HA-
yaloT HeOJIaroNpUSITHBIA TpOorHo3. BbpkuBaeMocTh
OOJIBHBIX C CHHAPOMOM Dii3eHMeHTepa JIy4Ille, YeM T1a-
muenToB ¢ MJIAT wnu AJIAT co cpaBHUMBIM (hyHKITMO-
HaJbHBIM Ki1accoM. B rpymnne u3 100 601bHBIX, COCTOSIB-

IIMX B JIUCTE OXUIaHUS TPAHCIIAHTAIIUU JIETKUX, aKTy-
apHasi BBLKUBAEMOCTDb OOJIBHBIX, HE TTOTYIMBIINX TPaH-
criaHTaTa, obuia 97 % vepes 1 roxa, 89 % 4depes 2 roga u
77 % uepe3 3 roma mIst OOJBHBIX C CMHAPOMOM Di3eH-
meHrepa u 77, 69 u 35 % cOOTBETCTBEHHO It OOJIbHBIX
¢ UJIAT [180].

Jleuenue. PexoMeHOalMU T10 JICUCHUIO OOJBHBIX C
CUHIpOMOM DIii3eHMeHIepa OCHOBaHBI TJIaBHBIM 00Opa-
30M Ha KJIMHUTYECKOM OIIBITE SKCIIEPTOB, a HE Ha CIIeIIN-
anpHbix PKUM [106, 181]. BolbHBIM € CpeaHETSKETBIMU
M TSDKEJIBIMU TTpU3HAKaMU TTOBBILIEHHON BSI3KOCTU KPO-
BU (T. €. TrOJIOBHOH O0O0JbIO, TJIOXOW KOHIIEHTpauuei
BHUMAaHMSI), KOTOpask OOBIYHO TaKXKe TTPOSIBIISICTCS YBe-
JIMYeHUEeM reMaTokputa > 65 %, ciiefayeT BbIIOJIHSThH
(h60TOMUIO C U30BOTIOMUYECKUM 3aMellleHUEM 00be-
Ma kpoBu. PIeOOTOMUIO HE PEKOMEHIYEeTCs TIPOBOAUTH
OOJIBHBIM 0€3 KIIMHUYEeCKUX MPOSBICHUI VTN TIPH JIeT-
KOM BBIPAXEHHOCTU CUMIITOMOB MOBBILIEHHOU BA3KOC-
TU KPOBU HE3aBHMCUMO OT YPOBHS reMatokpurta. CUMII-
TOMBI OOBIYHO YMEHBIIIAIOTCS TIOC/Ie YAaJIeHUs] OIHOM
03I KPOBU M SKBUBAJICHTHOTO BOCIIOJNHEHMSI 00beMa
JEKCTPO30i min Gu3noaornyeckum pacrsopom [106].
dire60TOMUIO MPOBOIAT He OoJiee yeM 2-3 pasa B roj BO
n30exaHue UCTOIIEHMS 3aI1acoB XKeJjle3a B OpraHu3Me U
BBIPAOOTKHM 3PUTPOIIUTOB C HU3KUM COIEPKAHUEM Ke-
JIe3a, 4TO MOBBIIIACT BSI3KOCTh KpoBU. [Ipu mosiBneHnu
MPU3HAKOB TIPaBOXKEIYyIOYKOBON HEAOCTaTOUHOCTHU
Ha3HAYaloT TUYPETUKHU.

[Mpumenenune kuciaopomorepanuu cropHo [182] u
PEKOMEHIYETCSI TOJIBKO B CITy4asx, KOTaa KMCIOPOIOTe-
panus naeT cTabUJIbHOE IOBBILLIEHUE caTypalluud apTe-
pUATbHON KPOBU M / WM YJIydIlIaeT KIMHUYECKOE COC-
TOSHUE (JIETOYHBIA PECTPUKTUBHBIA KOMIOHEHT). B
HEKOTOPBIX KJIMHUYECKUX IIEHTPax OOJbHBIC C CUHIPO-
MOM ODii3eHMeHrepa Mpu OTCYTCTBUMM MPOTHUBOIIOKA3a-
HUI TTOJTy4aloT aHTUKOATYJISTHTHYIO Teparuio, Kak IMpu
npyrux dhopmax JIAT. Ipyrue aBTopbl npeajiaraioT usoe-
raTb Ha3HAuYeHUs AHTUKOATYJISIHTOB, KOTOpHIE MOTYT
BbI3BaTh 00OCTpPEHNE reMopparuueckoro auaresa [183].

K coxanenuto, oueHbr Mano PKW, ouenHuBaBuInX
3G PEKTUBHOCTb HOBBIX JIEUEOHBIX pexXuMoB npu JIAT,
BKJTIOYAJIA OOJIBHBIX C CUHAPOMOM DiizeHMeHrepa [127,
130, 133]. OnHa U3 MPUYUH 3TOrO 3aKJII0UYaeTCsl B TOM,
YTO B OOJBLIMHCTBE CIy4aeB CUHAPOM Dii3eHMeHrepa
IpY OTCYTCTBUM JICUCHUsSI IIPOTPECCHpPYET OYCHb MEH-
JIEHHO, UTO 3aTpyaHsIeT oLieHKY pe3yabraToB PKHM. Xots
teueHue UJIAT u JIAT, cBa3aHHOI ¢ BpOXKASHHBIMU T10-
pOKaMu cepjlia, 3HAYUTEJIbHO OTJIMYAeTCsI OT CUHIPOMA
Di3eHMeHTepa, THMCTOIATONIOTMIECKOE CXOICTBO 3THX
3a00JIeBaHMI1 TTO3BOJISIET CYMTATh, UYTO IPU CHUHIPOME
Dii3eHMeHrepa MoXeT ObIThb 3(P(PEKTUBHBIM TaKOM Xe
MOAXO[I K JIeUeHMI0, Kak 1 npu 3Tux popmax JIAIL. OnHa-
KO (bopMalbHO HOBBIE METOMIBI TEPAITMH ITOKHEI OBITH
HCCJIeIOBAaHbI Y OOJIBHBIX C CUHAPOMOM Dil3eHMEHTepa
JIJIS OLIEHKY COOTHOIIIEHMST PUCKA U MOJIb3bI.

BHYTpUBEHHBII 3IONPOCTEHOJI OKa3bIBaeT OJaro-
MIPUSITHOE BO3AEICTBHE HA TEMOOWHAMUKY M (hH3MIeC-
KyI0 ToJepaHTHOCTb [125]; adpdeKT MOoIKOXKXHOIro Tpe-
MNPOCTUHUJIA Y OOJBbHBIX C CUMHAPOMOM Dii3eHMeHTrepa
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HE OTIMYAJICSI OT TaKoBoro y 6onbHbIX 1 MIJIAT [132].
B Hacrosiee Bpemst npoBogurcss PKHM, oueHuBarolee
3(hGEeKTUBHOCTh 003¢HTaHa y 65 00JIBHBIX C CUHIPOMOM
Oizenmenrepa (BREATHE-S).

TpancmnaHTamus JIETKUX C KOpPpeKUMEH ITopoKa
ceplia WM TpaHCIUIAHTALMSA KOMIUIEKca "cepae-Jer-
Kue" TpeacTaBisieT co00l BapyaHT JIeueHUsI CUHIpoOMa
Di3eHMeHTepa ¢ HeOJIaronpusITHBIM MPOTHO30M (CHUH-
KOITaJIbHBIE COCTOSTHUSI, pehpaKTepHasl K JICUSHUIO IIpa-
BOXXEJTYIOYKOBasi HEIOCTaTOYHOCTD, (DYHKIIMOHAIBHBIN
kaacc 1 vm IV no NYHA wiu TsKenast runmokceMus ).
W3-3a paznuuHbIX (paKTOpPOB, OrpaHUYMBAIOIIUX TT10JIO-
SKUTEJIbHBIA Pe3yNbTaT TPaHCIUIAHTAIUM, W XOpPOIIeit
BBDKMBAEMOCTU OOJBHBIX Ha (DOHE MeIMKaMEHTO3HOM
Teparnyuu HeoOXOIMM TILATEJIbHBIM OTOOpP OONbHBIX IJIs
3TOTO METO/Ia JICUSHUSI.

MopTo-nynbMOHanbHas runepTeH3mns

Yacmoma. JIAT sIBJISIETCS XOPOLLO U3BECTHBIM OCJIOXKHE-
HUEM XpPOHWYeCKMX 3abojeBaHuii meueHu [184, 185,
186]. I'maBHBIM ompeensaommnM (GakTOpoM B pa3BUTUHU
JIT' B OoJblleil CTereHU SBISIETCS MOpTajlbHasl TUIIEp-
TEeH3UsI, a He TaToJOorusl IeyeHu, Kak TakoBas [185].
OrnucanHas Brnepsbie B 1951 . Mantz w Craige, iopto-
MyJIbMOHATbHAS TUTIEPTEH3MsI BCTPEeYaeTCs HeJacTo, Mo3-
TOMY JOJIrO€ BpeMsl JUCKYTUPOBAJICSI BOIIPOC, SIBISIETCS
3TO COYeTaHUe 3a00JIeBaHUN CTyJYaliHbIM MW MPUYUHHO-
o0ycoBneHbIM. [lomydeHBl MOKa3aTeabCcTBa, YTO Pa3BU-
tne JIAT y GONBHBIX ¢ MOPTaJIbHOM TMIIepTEH3MEN He SIB-
nsieTcs cnydaiiHbiM [ 185, 187]. B camom aene yactora JIAT
y OOJIBHBIX C MOPTAJILHON TUTIEPTEH3UE HAMHOTO BBIIIIE,
yeM yctaHoBjieHHas yactota MJIAT B momynsiuvu B 1ie-
noM. Bospiioe peTpoCIeKTUBHOE UCCIeAOBAaHUIN ayTOII-
cuit mokasano, uro JIAT BosHukaeT B 0,13 % o61iero
quCIIa MPeICTaBIeHHBIX Ha ayTOTICUIO OOJIbHBIX TTPOTUB
0,73 % GOJNBHBIX C LUPPO3OM II€YEHU U ITOPTATBHOM -
nepreH3ueil. JIBa MpOCIIEKTUBHBIX MCCICIOBaHUS TeMO-
IMHAMUKHU MTOKAa3au, 4To Y 2 % GOJNbHBIX C IUPPO30OM U
MOPTAILHOM TMIepTeH3Ue il nMeeTcs 3HaunTebHast JIAT.
JIBa HemaBHO ITPOBEIECHHBIX MCCIICAOBAHUS Y OOJIBHBIX,
TepeHecIIX TpaHCIUTaHTaIMIo IeyeHn, BuisiBuau JII B 4
1 3,5 % cinydaeB cooTBeTCTBeHHO. HakoHelr, nccienoBa-
Hue IPPHS nontBepauio, 4To LUppo3 NeYeHU SIBJISIETCS
dakropom pucka pazsutust JIAI [188]. [TopranbHast tu-
nepreH3us — Hepenkast npuunHa JIAIL, GonbHBIE C TTOp-
TO-MYJIbMOHAJIbHOM TUIEPTEH3MEN oCTaBIAoOT 8 % Bcex
ciyyaeB JIAI' B Peructpe HauuwonanbHoro MHctutyTa
3n10poBbsl. BeposaTHocTh pa3Butus JII' y O0IBbHBIX C TOpP-
TaJIbHOW TMIEPTEH3UEH IMOBBILIACTCS MPU XUPYPrudec-
KUX TOPTO-CHUCTEMHBIX IIYHTaX, MOCKOJbKY, COIJTAaCHO
pe3yJibTaTaM PeTPOCHEKTUBHOTO MCCIENOBAaHMS, MPUO-
JM3UTETBHO Y 65 % 60sbHBIX ¢ JIAT' BBIMOMHSUTOCH XU~
pyprudeckoe ImyHTHpoBaHue, a y 35 % — uer [189]. Dt
OaHHbBIE YETKO MoKa3biBaioT, 4To JIAI' y GOJIbHBIX C TTOpP-
TaJIbHOM TUIIePTeH3ME CBs3aHa C Pa3BUTHUEM ITOPTOCHC-
TEMHBIX IITYHTOB B OOJIBIIICH CTEIIEHH, YeM C IIOPTATbHOM
runepTeH3ueil camoii mo cedbe. Ha puck passutus JIAT
He BJIUSIOT HaJW4YuMe XPOHUYECKUX MapeHXUMAaTO3HbIX

Knunnyeckue pekomenpaumm

3a00JIcBaHUI TIEYCHN M MX TSDKECTh, TaK KaK 3TO OCIIOX-
HEHME MOXET IOSIBUTHCSI 'y OOJIbHBIX C BHETICYCHOTHOM
nopTajbHOI runepreHsueii [189]. AHanIOruyHoO, CTeneHb
MOPTATBbHOM THIIEPTEH3WH, YCTAaHOBJICHHAST 11O TpagueH-
Ty BEHO3HOT'O IaBJICHUS B TIEUCHOYHBIX BEHAX U U3MEHEe-
HUSM CUCTEMHOM TeMOAWHAMUKM, HE CBSI3aHA C pa3BU-
tuem JIAT [184]. Ha puck pazsutus JIAI' MoxXeT BIUSITh
TOJIBKO JJTUTETbHOCTD CYIIIECTBOBAHMS ITOPTAIBHOMN TH-
TePTEH3UMN.

Ilamoeene3. MexaHusm, Ojarogapsi KOTOpOMY IOp-
TaJbHasl TUTIEPTEH3Us CIocoocTBYeT pa3Butuio JIAI, oc-
TaeTcss HesicHbIM [185]. Hanuune mopTo-CUCTEMHBIX
IIYHTOB MOKET CIIOCOOCTBOBATh TOMY, YTO Ba30KOH-
CTPUKTOPHBIC M Ba3ompojrdepaTUBHBIC BeIIeCTBa, B
HOpMe€ BBIBOIMMbIE 13 OpraHU3Ma MeYeHblo, MoNaaaloT B
JIETOYHYIO IUPKYJIauio. CepoTOHMH, MPOIYLIMPYEMBIA
SHTEepOXpOMa(pUHHBIMU KJIETKAMU TOHKOTO KUIIICUHNKA,
MOXeT ObITb OIHMM M3 TaKUX BellecTB. [ucTonaronoru-
YyecKMe JaHHbIe TPU MOPTO-MYJIbMOHAIBHOM TUIEPTEH-
3UM HEOTIIMYMMBI OT TAKOBBIX, OOBIYHO HAOJIFOTACMBIX
npu UIJIAT [190].

Kaunuueckas kapmuna u obcaedosanue. Knmamaec-
Kasi KapTMHa y OOJIbHBIX C TOPTO-ITyJbMOHAJIbHON TH-
MepTEeH3UEH MOXET He OTIMYATBCS OT IIPOSIBIICHUI
NJIAT nnu MoXeT BKIIIOYaTh CUMITTOMBI JIeXKaIlleil B ee
OCHOBE MaToJIOTUM revyeHu [185].

DxokapauorpadIecKuii CKpUHUHT JUIST BBISIBJICHUS
JIT" y GO/IbHBIX ¢ TAaTOJOrMel MeyeHU BO3MOXKEH MPU Ha-
JIMYNH COOTBETCTBYIOIIMX CUMIITOMOB 1 / VTN Y KaHIM -
JIaTOB Ha TpaHCIUIAHTAIMIO TedeHW. Bo Bcex ciaydasix
nossienns ¢IJIA caenyer BoinmoaHaTs KITC myst yrou-
HEHMST TeMOIMHAMWYECKUX HAPYIIEHW 1 ONpeaeIeHAS
TIPOTHOCTUYECKUX W TePAeBTUUCCKIX XapaKTePUCTHK.

C TOYKHM 3peHUs] HapylIIeHW TeMOAWHAMUKH, II0
cpaBHeHMIO ¢ 00JabHBIMU ¢ UJIATT mauueHTHl ¢ TTOpPTO-
MYyJIbMOHAJIBLHON TUTIEPTEH3UWE MMEIOT 3HAYMTEIHHO
OOJIBILIMI CEPIEeYHBI BBIOPOC U CYIIECTBEHHO Oosee
HU3KOE CUCTeMHOe cocyaucToe conpoTtunieHne u JICC
[191]. InarHo3 nmopTajbHOM TMITIEPTEH3UM MOATBEPKAa-
etcs npu KITC ¢ momoinbio karerepa CBaH-TaHca, eciu
TpagreHT MEXIY CBOOOMHBIM ITEYCHOYHBIM BEHO3HBIM
JIaBJICHUEM U JaBJICHUEM 3aKJIMHUBaHUS (BEHO3HBIN TIe-
YeHBII TpagueHT JaBjieHus) mpeBbiliaeT 10 MM pT. CT.
(B HOpME OH MeHee 5 MM PT. CT.) [67].

B perpocniekTuBHOM UccnenoBaHuu [ 185] 6osbHBIE €
MOPTO-ITYJIbMOHAJIbHOM TUIIEPTEH3UEN MMEJIU JIYUIIYIO
BBDKMBAEMOCTh, 4YeM OosibHbIe ¢ JIAI, X0Ts 3TO BOmpoc
CITOpHBIi [192].

Jleuenue. JleuyeHne TOPTO-IYIbMOHAJIIBHON THUIIEpP-
TEH3UMW HEIOCTaTOYHO Hu3ydyeHo. Kucimopomorepamus
Ha3HayaeTcsl Mo MOTPeOHOCTHU IS MOAAepKaHUs caTy-
pauuy apTepuanbHOi KpoBu > 90 %. JAuypeTuKu mc-
TIOJIB3YIOTCS UIST YCTpaHEHUSI TIEPETPY3KH O0BEMOM,
OTEKOB U acLIMTa. AHTUKOATYJISTHTHAS TepaItus He OUeHb
XOPOIIO MCCeA0BaHa B 3TOM MOMYJISLIMK OOJbHBIX, €€
ciemyeT M30eraTh IPU CHIDKEHWW TTEUYCHOYHOUN (DYyHK-
U ¥ TPOMOOIIUTOIIEHNUH, a TAKXKE Y OOJIBHBIX C PUCKOM
KPOBOTEUCHUIM 32 CUET BAPMKO3HOIO PACIIMPEHUs] BeH
nuieBona. Ilpy OTCYTCTBUM 3aMETHOTO YBEJIMYECHUS
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CcepAeuYHOTo BBIOpOca M oTHocUTeNbHO HM3KOM JICC y
OOJIbHBIX C JIeTKOU U cpeaHeTskeson JII cienyeT uccie-
NoBaTh PEaKTUBHOCTD JIETOYHBIX COCYIOB IMMyTeM KaTeTe-
puzauuu. [1py 3HAYUTETBHOM TOJOXUTEIBHOM OTBETE
Ha Ba3oAujIaTaToOp BO3MOXKHO OCTOPOKHOE Ha3HaueHUE
AHTarOHMCTOB KaJIbIKs. 3-0J10KaTOPbI, OOBIYHO MPUME-
HsIEMbI€ B JICUEHUHU MTOPTAIbHON TUIIEPTEH3UN U CHIKA-
[OIlIMe PUCK BapUKO3HBIX KPOBOTEUEHUI, MOTYT ILJIOXO
MEePEeHOCUTHCS B cllyyasx accounupoBanHoi JIAT uz-3a
OTPHUIIATEJIBHOTO MHOTPOITHOIO BIWSHMS Ha MHOKapI
MPaBOTO XKeJydouKa.

B nutepaType MmeeTcsl onmuMcaHUE MHOXKECTBAa OT-
OENTBHBIX KIIMHUYECKUX CITYIaeB U HEOOIBIIINX UCCIIEI0-
BaHMI C MCIIOJIb30BAaHMEM BHYTPUBEHHOIO 3IIOIIPOCTE-
HOJIa B JICUEHUHU IOPTO-ITYyJIbMOHAIbHON TUIEePTEH3UU
[188, 193, 194]. Bunumo, GosibHbIE C MOPTO-ITYJIbMO-
HaJIbHOM TUTICPTEH3MEH OTBEUAIOT Ha JUTUTEIBHYIO Tepa-
MU0 BHYTPUBEHHBIM 3IIOIIPOCTEHOJIOM aHAJIOTUYHO
6osbHBIM ¢ MJIAT. OnHako onucaHa MOBBIIIEHHAs Yac-
TOTa aCLIUTOB U CIUVIEHOMETaJIMU Ha (hOHE TaKOro Jeye-
Hug [195].

Bripaxkennast JIAI' MmoxeT 3HAUUTEIbHO IIOBBIIIATH
PMCK, CBSI3aHHBIN C TpaHCIUIAHTALIMEM IEYEHU, KOTOpas
MpoTuBoNoKa3aHa npu cpentem JIJIA > 35 MM prT. cT. 1 /
nm JICC > 250 nun/c/cm [196]. B morpaHUIHBIX cTyda-
X BO3MOXHO cHU3UTh cpenHee JJIA u JICC nisa nmpose-
OeHMUST TpaHCIUIAHTallMM, XOTSl arpecCUBHOE JIeYeHUE
JIAT mpu 3TOM TpeOyeT MPUMEHEHMsI 3IMOMPOCTEHOIa
[192]. B Tsxensix ciydasix, TpeOYIOIIUX MYJIBTUOPTaH-
HOM TpaHCIUIAaHTALMM, HanpuMep KOMOWHUPOBAHHOM
nepecanky rneyeHu u cepana (JIerkux), puck o4eHb Bbl-
cokwmit [198].

Y HEKOTOPHIX OOJBHBIX TTOCIEC TPAaHCIUIAHTALINK TIe-
yeHu JIAT ymeHpimaercs [199], B yacTHOCTH, Y OOJIBHBIX
C OTHOCUTEJbHO BBICOKMM CEPISCYHBIM BBIOPOCOM IO
TPaHCIUIAaHTALlMM, KOTOPBIA ITOCJAE YCIEIIHOW TpaH-
CIUIaHTaLMM CHkaercs. B npyrux ciygaax JIAL mocie
TPaHCIUTAHTALIMU MOXKET YTsKeINThCsl. MHOTma 3T0 CBSI-
3aHO C OTMEHOM MocJie TpaHCIIaHTAllMK BHYTPUBEHHO-
ro 3MOMNpPOCTeHOoJa. DTO ClenyeT AejlaTb OYeHb MOoCTe-
TIEHHO IPY TIIATeJIEHOM HAOIIOACHUM 332 OOJTBHBIM.

WM3-3a noTeHLMaNbHONM IenaToOTOKCUYHOCTU OO0Jb-
LIMHCTBO 3KCIIEPTOB HE PEKOMEHAYIOT B TaKUX CUTya-
LUSIX TPUMEHSTh nepopajibHbie ADP, HanpuMep 6oceH-
TaH. HecMoTps Ha cepuu ciiydaeB ero MPUMEHEHMS C
XOpPOIINM pe3yJIbTaTOM B 3KCIEPTHBIX KIMHUYECKHUX
LIEHTpaX, COOTHOIIICHUE PUCKA U TMOJIb3bI IIPU MIPUMEHEe-
HUU ADP y OOJBHBIX C TAaTOJOrMeil TmeyeHu TpedyeT
TIIATETLHOTO aHAIM3a Ha JOJITOBPEMEHHOM OCHOBE.

NAT, cesizanHasi ¢ BUM-undekumeit

Yacmoma. JIAT saBnsieTcs peiKUM, HO XOPOLIO U3YyYeH-
HBIM ocJiokHeHneM BUY-unHdexknuum; B nuTepartype
onucaHbl 6osiee 200 cayvaes [19, 200, 201]. Takue He-
MH@EKIMOHHBIE CepAeUYHO-COCYAUCThIE TPOSIBICHUS
BUY-uHbpexkumnu, Kak auiaTallMOHHAs KapAuoMuOMa-
THUSI, TepUKapAWaIbHBIM BBIIIOT, HeOAKTepPUAaIbHBIN
TPOMOOTUYECKUI DHAOKAPAUT, pAHHUI aTePOCKIEPO3 U

JIAT cranm B ITocjieTHIE TOIbI BBISIBISITHCS Yallle B CBA3U
C YBEJIMIEHMEM BBIKMBAEMOCTH U JIy4IIIei TPODIIIAKTHU -
KM OMMOPTYHUCTUYECKUX MHpeKkuit [202]. B 6obiiom
clydail-KoHTpoaupyeMoM ucciaeaoBaHuu 3 349 BUY-
VHQUIMPOBAHHBIX OOJIBHBIX 3a 5,5 JIeT HaOMIoAeHUs
NpOJEMOHCTpUpPOBaHA KyMyJisiTuBHas dactora JIAD
0,57 %, uro cocraBwio 0,1 % B rox [203].

Ilamoeene3. Mexanusm passutusi JIAI' mpu BUY-
wHbeKIn, HensBecTeH. IIpenmmoiaraeTcss HeIpsMoe
BiusgHue BUY yepe3 nurokunsl [204], pocToBble (hak-
tophl [204] wan ET-1 [205] B ¢cBsI3u ¢ OTCYTCTBUEM BU-
pycHoit IHK B kietkax JjierouHoro sHpotenaus [204,
206]. DTOli TUTIOTE3e COOTBETCTBYET HAJIMUME MepUBaC-
KYJSIpHBIX BOCHAJIUTEbHbIX KJ1eToK nmpu BUY-accouu-
upoBanHoit JIAI' [207, 208]. Kpome Toro, Henab3ss He
YUUTHIBATh TEHETUYECKYIO MPEAPacIooKeHHOCTD, MMO-
TOMY YTO 3TO OCJIOXKHEHUE Pa3BUBAETCS TOJBKO Y MCHb-
meit vactu BUY-unpuumpoBaHHbIX 00JbHBIX. OTCYT-
crBue Mytaumii BMPR2 B rpynmne u3 20 OGoJbHBIX U
BUY-accoumupoBanHoit JIAI' mo3BosisieT mpeamnosio-
JKUTH BOBJIeueHUe Apyrux dhaktopos [209].

Kaunuueckas kapmuna u oocaedosanue. CBsI3aHHAS C
BUY-undbexuueit JIAI umeer Takue ke KIMHUYECKUE,
TeMOJIMHAMUYECKHEe U TUCTOJIOTUUECKIE XapaKTepUCTH -
ku, kak MJIAT, 1 He 3aBUCUT HU OT cIiocoda repeaadyn
BUY, nu ot crenenn ummyHocyrpeccuu [210]. bonb-
Hble ¢ BUY MoryT omHOBpeMEHHO ObITh MH(MULIMPOBA-
HBI BUpycaMy renaTtutoB B m C 1 mMeTh COMyTCTBYIO-
YO TTATOJIOTUIO TIEUCHU.

Dxokapauorpadguieckoe o0CIeqOBaHNUE ST BBISIB-
nenust JII' y 6onbHbix ¢ BUY-undekiumeit Tpedyercs
TOJIbKO TIpM COOTBETCTBYIOIIEH cummTomaTuke. [lpu
5TOM HEOOXOAMMO TIIATEeIbHOC MCKIIOUCHHE APYTHX
npuarH JII, Taknx KaK 1aToJI0THsI JIEBBIX OTAEJIOB Cep/I-
112, TApeHXMMAaTO3HbIe 3a00JIeBaHMsI JIETKUX U ITEUEHU.

KIIC pekomeHayeTcst BO Beex Cllydasix Mpu Moao3pe-
Huu Ha JIAT, cBa3annyio ¢ BUY-undexiuei, 1 noar-
BEPKICHMST AMArHO3a, YCTAHOBJCHMS TSDKECTH U MCK-
JIIOUEHUSI TIaTOJIOTMH JIEBBIX OTAEI0B Ceplia.

JletanbHOCTh cpenu GonbHbIX ¢ BMY-acconuupo-
BaHHOU JIAT ropaszno 6oJjbliie 3aBUCUT OT camoii JIAT,
yeM OT aApyrux ocyiokHeHuii BUY-mnbpexumm [210].
JIAT gBasgeTcsa He3aBUCUMBIM MPOTHOCTUYECKUM (hak-
TOPOM JIETAJIbBHOT'O MCX0Ja Y 3TUX 00abHbIX [203].

Jleuenue. Tlpu BUY-accouuupoBannoit JIAI' tepa-
MEeBTUYECKIUE TTOAXOIbI MEHEE U3YICHBI, YeM IIPU IPYTUX
dopmax JIAI. IlepopanbHble aHTUKOATYJSIHTHI 4YacTO
MPOTUBOIIOKA3aHbl U3-3a TPOMOOIIUTONIEHUH, TPYIHOC-
Te COTPYOTHWYECTBA C OOJIBHBIM U TMOTCHIHMAIBHOTO
B3aMMOJIEICTBYS BapdaprHa ¢ IIperapaTaMu IS Jede-
Hust BUY-undexuuu.

OcCTpblii TECT Ha Ba30pEaKTUBHOCTD W TOJITOBPEMEH-
HBI 3(D(HEKT OT aHTAaTOHNUCTOB KaJIbIIUS B TOU TPYIIIIe
OOJIbHBIX HE OMUCAHBI.

OnHO HEKOHTPOJMPYEMOE OTKPBITOE MCCIeI0BaHuE
¢ yyactueM 6 60JbHBIX ¢ Tskenoir BUY-accoummupoBaH-
Hoii JIAT [128] nmokasayio, 4To HeTpepbIBHOE BBEICHUE
BIOIPOCTEHOIa MOXET 3(P(PEKTUBHO YIYYIIUTh (PYHK-
LMOHAJIbHBIN CTAaTyC U TeMOAMHAMUKY Ha CpoK A0 12—47
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Mmec. Ilepecangka JIETKUX Y 3TOM KaTeTOPUU OOJBHBIX He-
KeaTeJIbHa.

Ponb BBICOKOAKTMBHOM aHTUPETPOBUPYCHON Tepa-
nuu B BeneHun BUY-acconumnpoBanHoii JIAI moka He
ycTaHoBJieHa. [lojloXuTebHOE BIUSIHUE HA JIETOYHYIO
TeMOIMHAMUKY HAOJIIONAI0Ch Y OOJIBHBIX, ITOTYJaBIINX
HYKJICO3UIHbIE MTHTMOUTOPHI O0OpPaTHON TpaHCKPUITa3bl
[203]. HenaBHO omnucaH eIMHCTBEHHBIN Cydail JOJITroB-
PEMEHHOTO YIIyJIIeHUsI TeMOIUHAMUKM Ha (DOHE TAKOTO
JiedeHUsI 0e3 OMHOBPEMEHHOTO IIPUMEHEHUS IPYTUX Ba-
3oauiaTupylomux npemnapaton [211]. Hakonel, B 60Jb-
IIIOM MOHOLIEHTPOBOM MCCJIENOBAaHUU C ydacThuem 82
0ombHBIX [209] omHOMaKTOPHBINM aHaIW3 MOKa3al, YTo
guciao CD4 (> 212 xieTok B 1 MM?), KOMOMHMpPOBaHHAS
AHTUPETPOBUPYCHASI Tepalusl U MCIOJb30BaHUE 3IIOI-
pocCTeHoJIa yJIydllalv BbIKMBaeMocTb. [Ipu MHoOrogak-
TOPHOM aHaJn3e TOIbKO urcyio CD4-1umMbonnuToB 06110
HE3aBUCHUMBIM ITPOTHOCTUYECKUM (PaKTOPOM BBIKMBae-
MOCTHU, B OCHOBHOM H13-3a TOT'0, UTO B M3Y4aeMOi1 rpymre
0OJIbHBIX KOMOMHHMPOBAaHHAsSI aHTUPETPOBUPYCHAsT Tepa-
IS ¥ STIOTIPOCTEHOJI OBIIIN TECHO CBSI3aHBI.

HemaBHO OBLIN TTOTYYeHBI TTOJIOXKUTEIbHBIC KIMHM-
YeCcKue U reMOAMHAMUYeCKUe pe3yIbTaThl IIPU UCIIOJIb-
30BaHMU O00ceHTaHa y 16 00abHBIX ¢ JIAT, cBSI3aHHOM ¢
BUY-undexumeii [212].

PesroMupys BeIIIEN3I0XKEHHOE, HEKOHTPOJINPYEMbIe
HCC/IeI0OBaHUs MOKa3adyd, YTO y OOJBbHBIX C TSDKEIOM
JIAT, cBsizanHoii ¢ BUY-undexkuueit, KoMOMHUPOBaH-
Hasi aHTHPETPOBUPYCHAsI Tepallvsi, SIOIPOCTCHON M,
BO3MOXHO, OOCEHTaH, MOTYT [aBaThb IOJOXWUTEJIbHBIA
addekT. OnHako 3(pPeKTUBHOCTH AMOMPOCTEHOMA, KaK
1 ADP u narnontropos M®AD 5-ro TUIA, JOJKHA OBITH
OlIEHEHA y 3ToM Kateropuu 60abHbIX B PKU [213].

AT, cesizanHas ¢ 3CT

Yacmoma. JIT" siBAsIeTCSI XOPOIIO U3YYEHHBIM OCJIOXKHE-
Huem 3CT, Taknx Kak cUCTeMHas cKiiepogepmus [214],
cucTeMHasl KpacHas BondaHka [215], cmemanubie 3CT
[216] 1, B MeHbIIIEl CTeMeHU, PeBMATOMIHBINA apTPUT,
OePMATOTIOIMMHUO3UT U MePBUYHBIN cuHIpoM [llerpena
[217]. Y aTux 60ombHBIX JIAT MOXET pa3BUBaThLCS B COUE-
TaHUU C UHTEPCTULIMAJbHBIM (pUOPO30M UJIU B pe3yJib-
TaTe MPSIMOTo MpoJindepaTUBHOIO MOPAXKEHUSI COCYI0B
MPU OTCYTCTBUU 3HAUMTEIBHOTO IApEeHXMMATO3HOTO
MOpakeHMsT UM XpOHUIECKOi rurokcuu. Kpome Toro,
MOXET MMETb MECTO JIerOYHasl BeHO3Has TMIIepTEH3US
3a CYET MOPaKEeHUS JIEBBIX OTIEI0B cepalia. OueHb Bax-
HO YCTAaHOBUTb MEXaHWU3M, BOBJICUCHHBLIN B pa3BUTHE
JIAT, Tak Kak Jle4eHHEe B KAXKIOM CIIy4ae MOXET CyILEeCT-
BEHHO pa3IMyaThbCsl.

TpyaHo ycTaHOBUTH pacrnpocTpaHeHHOCTb JIAT y
60sbHBIX ¢ 3CT 13-3a OTCYTCTBUS YETKUX SITUAESMHOIIO-
TUYECKUX NaHHBIX. MIMeronmecss JaHHbIe O9eHDb Bapbh-
PYIOT B 3aBUCUMOCTH OT onpeaeneHust JIAL, metona, uc-
nojabzyeMoro misi usmepeHuss IJIA u pazauuuii B
o0ceyeMbIX TIOTYJISIusIX [4].

CucreMHas CKIEpOaepMUsI, OCOOCHHO B €€ OTpaHM-
YeHHOM BapuaHTe, KOTophIii paHee HasbiBasicst KPECT-

Knunnyeckue pekomenpaumm

cuaapomoM (CREST — xampnmHO3, 6oJie3Hb PeiiHO,
HapylIeHWe MOTOPUKHU THILEBOAA, CKIEPONAKTUINS U
TeJleaHTModKTa3us), siBiasieTcs: ocHoBHbIM 3CT, cBsI3aH-
HbIM ¢ JIAT. HenaBHo 3akoHUeHHOe B BennkoOoputaHuu
HnccaenoBaHMe perncTpa HammoHaabHOTO WHCTUTYTA
3710pPOBbsI, Kyaa BOIUTN 722 OOJBHBIX C CUCTEMHOM CKJIe-
poiepMueii, BBISIBUIO PACIIPOCTPAaHEHHOCTh 0K0J10 12 %
[214]. B npyrom mnccienoBaHuu 930 GOJbHBIX C CUCTEM-
HOU ckJieponepMueit KymyasaTuBHas yacrtota JII' Obuia
13 % [49]. OnHako Ipu UCIIOJb30BAHUM MOIMYJISIIIAOH-
HoOro mnoaxoja pacrnpoctpaHeHHocTb JII' cpeau 3 778
0oabHBIX cocTtaBwia 2,6 %: [218]. B peructpe Hamwo-
HaJIbHOTO WHCTHUTYTA 3M0pOBbst U3 236 ciyuaeB JIAT ¢
HEeyCTaHOBJIEHHO# TpnumnHoi 18 obun cBs3anbl ¢ 3CT
(8 %) [48]. B HeCKOJIbKMX KIMHUYECKUX LIEHTpax IO
JIAT 6onee 10 % c tsxenoit JIAT nmeror 3CT, Gonee
yacto — CREST-BapuaHT ckiieponepmun.

Ilamoeenes. TucTOnaToJornyeckue U3MEeHEHUs! TIpU
JIAT, cBazannoit ¢ 3CT, 00bIYHO HEOTIMYUMBI OT KJlac-
cuueckoii MJIAT. Bonee Toro, y 3Tux MaiMeHTOB OMU-
CaH IENBIA CHEKTP JETOYHOM COCYIMCTOI ITaTOJIOTUH,
Bkmouas JIBOb u JIKI. ITatodpusnonornuyeckre mexa-
HU3MBI, NpuBosgine K pa3putuio JIAI' y GOJbHBIX C
3CT, ocTaloTcsl HEM3BECTHLIMU. [UITOTETUUECKN MOXKET
WTpaTh POJIb CITa3M JIETOYHBIX COCYIOB, TaK Ha3bIBae-
MBI erouHblit peHomeHn Peitno. IlpucyrcrBue aHTH-
HYKJIeapHbIX aHTUTEN, peBMaTouaHOro ¢axkropa, Ig-G u
JeTOHUpOBaHKe (hpakIrii KOMIUIEMEHTa B CTEHKAX Jie-
TOYHBIX COCYIOB MpEAIojaraeT MMMYHOJOTMYECKUIA
MEXaHM3M.

Kaunuueckas kapmuna u obcaedosanue. Ilo cpaBHe-
Huto ¢ 6onbHbIMU ¢ UJIAT JIAT, cBsa3anHas ¢ 3CT, Bbl-
SIBJISIETCSI B OCHOBHOM Y XEHIIWH OoJiee CTapIiero Bo3-
pacra, XapakKTepU3yeTCs 3HAUWUTEJIbHO CHIXKCHHBIM
CepIeYHbIM BbIOpOCOM U 00Jiee KOPOTKOW BBIKMBae-
mocTthio. ITo peructpy BenukoOputanum, cpeaHuii re-
pUOI MEXIy MMOCTAHOBKOIM AMArHo3a CUCTEMHOM CKIIe-
ponepmuu 1 BeisiBieHueM JIAT cocrasiser 14 net, u 310
COCTOSIHME, KaK MPaBUI0, OOHAPY>KMBAETCS B CPETHEM B
BO3pacre 66 JIeT.

Kiunuueckue nposieneHust oueHb noxoxu Ha UJIAT
u nHorga 3CT mmuarHoCTUpyeTCs MO MMMYHOJOTMYEC-
KuM cKpyuHUHTOBBIM TecTaM. KTBP ucnonb3yercst B oc-
HOBHOM JIJISI UCKJTIOUEHMST BhIpaxkeHHOro (pubpo3za. Jle-
TAJIbHOCTh TaKUX OOJIbHBIX Bbille, yeM mnpu MIIAT
(nretanbHOCTh B Teuenue 1 roma 40 % mpu pa3BepHYyTOM
cTaguu 3a00JeBaHMSsI), MPOTHOCTUUECKUE (DAKTOPhI Te
xe, yro u masg UJIAT (AT, JJIA u cepnedHblii UH-
JIEKC).

Dxokapanorpaduyeckoe o0CiIenoBaHNUE BBITTOIHS-
€TCs €KEroJHO Y aCUMITTOMAaTUYECKUX OOJIbHBIX C 3200-
JIEeBAHUEM U3 IPYIIIbI cKaepoaepMuu [49] 1 ToJbKO Mpu
KJIMHWYecKux mpusHakax JII' y OOJbHBIX C ApYyrUMU
3CT. Llenecoobpa3HOCTh CKPMHMHTA aCUMIITOMATUYEC-
KMX OOJIbHBIX 10 KOHIIA HESICHA, TOTOMY YTO OTCYTCTBY-
0T IOKa3aTeJIbCTBA, YTO JICUEHUE Y 3TUX OOJbHBIX JaeT
TIOJIOXKUTEIBHBINA pe3yabTaTr. B 11000M ciyyae paHHee
BBISIBJICHUE JIOOBIX CUMIITOMOB, CBsI3aHHBIX ¢ JIAT,
JIOJKHO CTYKUTh MOBOJIOM JIJISI TIATEJIbHOTO U ITOJTHOTO
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PykoBO/ICTBO MO IMArHOCTUKE U JICYSHUIO JIETOYHOIM apTepuaibHOl TUIePTeH3UU

3X0KapAuorpapuueckoro odcaeaoBaHus JII0O0ro 00JIb-
Horo ¢ 3CT B 1100011 TIepro]1 00IE3HM.

Kak u mpu npyrux popmax JIAI, KITC pekomeHmyeT-
¢s1 BO BCeX cyyvasx npu rnogo3perHuu Ha JIAT, cBsizaHHYIO
¢ 3CT, mg monTBepKIeHUS TUarHo3a, OLEHKH TSIKECTH
¥ UCKJTIOUEHMS ITaTOJIOTUHU JICBBIX OTHCIIOB CepIia.

Jevenue. Jleuenue JIAI, cBazanHoii ¢ 3CT, Goisee
cloxHoe no cpaBHeHuto ¢ jeyeHueM WJIALL MmmyHo-
cymnpeccuBHas Tepanus 3(P(GHEeKTUBHA TOJBKO Y HEOOIb-
110JA YacTU OOJBHBIX, B OCHOBHOM C 3a00JIeBaHUSIMU,
OTJIMYHBIMU OT CKJIEPOACPMUU.

YacToTa MoJ0XUTEIbHBIX Ba30AMIATAllMOHHBIX TEC-
TOB U JOJITOBPEeMEHHOTO 3(deKTa OT JeUeHUs aHTaro-
HUCTaMM KaJibLus MeHblie, yeM ripu MJIAT. U3 coobpa-
’KEHUI OTHOIIEHHUS pUCKa U IOJb3bl MepopajbHbIE
AHTHUKOATYJISTHTHI He BCETa MOKa3aHbl.

HermpepbiBHAsT Tepanus 3MOIPOCTEHOJIOM YIydIlIacT
MEPEHOCUMOCTh (DU3NYECKON Harpy3KW, YMEHBIIAET
KJIMHUYECKHUE TIPOSIBIICHUS] U TeMOJAMHAMUYECKIE Hapy-
IIEHMST, KaK ObUIO MOKA3aHO B 3-MeCSIYHOM PaHIOMU3M -
POBAaHHOM UCCJICIOBAaHNM OOJIBHBIX C 3a00JIeBaHUSIMU
rpymmbl ckaepoaepmud [113]. B aTom nccinengoBannm He
ObLIO TMOJIyUeHO YIydlleHUsl BbIKMBaeMocTu. Hekoro-
pble PETPOCTICKTUBHBIC MCCAEIOBAHUS ITOKa3ajiM, UYTO
BIIMSTHUE BHYTPUBEHHOTO 3ITOMPOCTEHOJIA Ha BEDKMBae-
MocThb 00abHBIX ¢ UJIAT nyuliie, yeM Ipu CKiIepoaep-
muu [218, 220].

Db dHeKTUBHOCTD HEMPEPBIBHOTO IMOAKOXHOTO BBE/IE-
HUS TpenpocTUHUIA ObL1a olleHeHa y 90 6obHbIX ¢ JIAT
u 3CT, B TOM 4HCJie C CUCTEMHOM KpacHOI BOIYAHKOM,
nuddy3Hoil ckiaepoaepMueii, orpaHUYEHHON CKJIEpo-
nepmueil 1 cMmemaHHbIMUA 3CT / mepeKpecTHBIM CUHII-
poMoM, KoTopbie Bouutu B 6osiee kpynHoe PKU o JIAT.

Yepes 12 Hen. ObLUIO TTOJYYEHO YIIydllleHUE TTepEeHO-
CUMOCTHU (PM3MUYECKUX HAIPY30K, KIMHUYECKOU KapTh-
Hbl JIAT 1 remoarHamuku. [To6ouHbIe 3 (HEKTHI BKIIO-
gajau 00Jb B MECTe BBEICHUS IperapaTa W TUITMIHBIC
noo6ouHbIe 3G GEeKThl MpocTarJIaHaAuHOB [221].

PangomusupoBaHHOe OBOMHOE ClieNoe MCCleaoBa-
Hue, npoaoJikaBieecs 12 Hemd., ¢ yuacTueM 47 00JbHBIX
¢ 3CT, moka3ajo, yTo O0CeHTaH 3HAUYMTEIbHO YITyULIMT
MepPEHOCUMOCTD (DM3NUECKUX HATPYy30K 110 CPaBHEHMIO C
mnaue6o. OagHako xotsa y 6onbHbIX ¢ UJIAT u ¢ JIAT, cBsi-
3aHHOM CO CKJepojepMMeii, ObLT JOCTUTHYT CXOMHBIM
3G deKT JeueHuss, 00CeHTaH YBeINYWI MPORACHHOE pac-
crosiHue y 601bHbIX ¢ MJTAT o cpaBHEHUIO ¢ UCXOIHBIM
(+46 M B rpymIie 00ceHTaHa ¥ -5 M B IpyrmIie miameodo), B
TO BpeMsl KaK Y OOJIbHBIX CO CKJIEpOAEpPMUEl OH Mpeno-
TBpaTUJI YXYAIIeHUEe (PU3NIeCKOM TonepaHTHOCTH (+3 M
B rpyIie 6oceHTaHa u -40 M B rpymiie riaue6o) [144].

Takum ob6pazom, y 6onbHbIX ¢ JIAI, cBsI3aHHOI C
3CT, addexT neyeHus U TOATOBPEMEHHAs] BbIXMBae-
MOCTb, OYEBUIHO, XyXe, ueM rpu UJTAT.

JleroyHas BeHO-0KKNi03UBHAs 00ne3Hb U NeroyHbIi
KanunaspHbli reMaHrMomMaTos

Yacmoma. Kak JIBOB, tak u JIKI aBasioTcss HeyacThl-
MU 3a00IeBaHUSIMU, HO OHU C BO3pacTalollieil 4acTOTOMi

craHoBsaTcs npuunHamu JIAT [222]. B nureparype onu-
canbl MeHee 200 cayyaeB JIBOB u JIKI cymmapHo.

ITlamoeenes. Kak obcyxaanoch B pasaeie 0 KIMHU-
yecKoil KilaccuuKalu U aToaHaTOMUU (CM. BBILIE),
JIBOB u JIKT uMeroT HEKOTOpoe CXOACTBO, OCOOEHHO B
OTHOLLICHUU U3MEHEHUI JIETOYHOM MapeHXUMbI, HAIpU-
Mep JIETOYHOM TeMOCHIIePO3€e, MHTePCTUIIMATbHOM OTe-
Ke, YBeJIMYEHUU JUM@aTUUeCcKnX y3j10B, (pudpose nH-
TUMBI U TUTIEPTPOGUN METUU JIETOYHBIX apTepuii [6].

Oco0BlIi1 MHTEPEC MPEACTABISIOT COOOIIEHUST O Ce-
MeliHbIx caydasx JIBOb u JIKT [223], Takske Kak u JIAT.
HenasHo y 601bHbIX ¢ JIBOD ObUTM BBISIBI€HBI MyTallUX
rena BMPR2, cBszannoro ¢ cemeiinoit JIAT' uw UJIAT
[224]. D1r pesynsraTel moaTBepXaaT, 4yto JIBOB, JIKT
u JIAT MoryT ObITH Pa3HOBUAHOCTSIMU OIHOI U TOH Xe
00JIe3HU.

Kaunuueckas kapmuna u obcaedosanue. Knmamaec-
KM€ TIPOSIBIICHUS Y 3TUX OOJbHBIX YaCTO HEOTIMIMUMBI OT
WJIAT. OnHako BpaueOHbIl OCMOTP MOXKET BBISIBUTD OT-
quuusi ot MJIAI, Hanpumep, yToIlEeHUE AUCTATIbHBIX
(haymaHT ManbleB PyK 1 / WIN KPEUTALINIO B 0a3aIbHBIX
OTIesax JIETKUX MpH aycKyabTaiuu. Cepuu cayJaes I10-
kaspiBatot, uro JIBOB / JIKI accouuupyiotrcs ¢ Oojee
TSDKEJIONM THITOKCeMueil m ymeHblneHneM DLco, B TO
BpeMsI KaK MoKa3aTeJI CIIUPOMETPUN U JIETOYHEBIX 00b-
€MOB YacTO OCTAIOTCS B TIpeaesax HOPMbI. 3HAUUTEIb-
Hoe cHmkeHue DLco MOXHO 0OBSICHUTD XpOHUUECKUM
MHTEPCTUILIMATIBHBIM OTEKOM 3a CYET OOCTPYKIIMM Jie-
TOYHBIX BeH. [eMommHaMu4IecKre JaHHbIe aHAJIOTUIHEI
WNJIAT, X0Ts1 y HEKOTOPBIX OOJIbHBIX TUITOKCEMMUST MOXET
ObITh HenpormnopuuoHanbHa Tskect JIAT n nucdyHK-
LIMY TIpaBbIX OTAE0B cepaua. MutepecHo, uro JIJ3 yac-
TO OCTaeTCs HOPMaJIbHBIM HECMOTPS Ha TTOCTKAITVILISP-
HyIO IaTtojoruto. B camom mderne, maTosormyecKue
M3MEHEHUsI OOBIYHO BBISIBJISIFOTCSI B BEHYJIaX U HE 3aTpa-
ruBaloT 0ojiee KPYIHbIE BeHbl. MI3MEHEHUsI B MEIKMX
JIETOYHBIX BeHaX HE BIIMSIOT Ha CTATUIECKUI CTOJIO KPO-
BU BO Bpems uzmepeHus JIJI3, mOCKOIbKY coeqnHeHNe
noaaep>KuBaeTcss 0ojiee KPYMHBIMM HEMOPaXXeHHbIMU
JIETOYHBIMU BEHAMM, B KOTOPBIX M3MepsIeTCsT AaBIeHUE
TIPY OKKJTIO3UM apTepUaIbHOTO CETMEHTA.

B muarnoctuke JIBOB / JIKI Gombliryto IToMoIIb MO-
TyT OKa3aTb PEHTTEHOJOIMYECKMe METOIbl MCCIeloBa-
Hus [62, 225, 227]. Hanuuue nunuit Kepau B, mies-
palbHOTO BHIIIOTA M OYaroBHIX M3MEHEHMIH Ha
CTaHIAPTHOW peHTTeHOTrpaMMe TPYIHOM KJIIETKH ITO3BO-
JIIET BBICTABUThH MPEAIOJOXUTENbHbI auarHo3. KT
JIETKMX C TOHKHMMM Cpe3aMM BBISIBIISIET XapaKTepHbBIC
n3MeHeHMs. Yalme Bcero oOHapyKMBacMbIMU H3Me-
HEHUSIMU SIBJISIIOTCS OYaroBble ILIEHTPUJIOOYISIpDHBIE
M3MEHEHUs T0 TUIly "MaTOBOIo CTeKJa", YTOJILIeHUE
CEMNTAJIBHBIX ITePEropoaoK, IIEBPATbHBIN BBITIOT U JIMM-
(oameHOmaTUSI CpedOCTeHUS. DTU M3MEHEHUSI TECHO
KOPPEIUPYIOT ¢ pa3BUTHEM OTEKa JIETKUX IPU BHYTPHU-
BEHHOM BBEICHUHU 3IIOMPOCTEHOJIa; CUMIITOM "MaTOBOIO
cTekJa" BCTpeyaeTcsl 3HauMTesbHO vaie rnpu JIBOB /
JIKT, yem ipu UJIAT (p = 0,003). ITpu JIBOBb / JIKT
oyarn "MaToOBOTO cTekja" 0oyiee MHOTOYMCICHHBIC.
BaxxHbl Mopdoaornyeckye XapakTepucTUKU CUMIITOMA
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"MaToBoro ctekia". LleHTpunoOynsipHoe pacipocTpaHe-
HUE (HEUYETKO OYepueHHbIE LIEHTPUJIOOYISIPHbIE Y3J10-
Bble 3aTeMHeHMs) yvalle BcTpedarorcss mpu JIBOBb /
JIKT, uem npu UJIAT (p = 0,003). Hao6opoT, maHjio0y-
JIpHOE paclpocTpaHeHWEe (OTHOCHUTEIBHO XOPOIIO
OYepueHHBIe TreorpaduiecKue 30HBI 3aTEMHEHUI Jie-
TOYHO TKaHU) BBISIBJISIOTCS B 00€MX IpyIIiax U He UMe-
[OT ONpEeNeISIIoNIero 3HaueHus1 B auarHoctuke. Cyo-
rureBpanbHBIe celThl (p < 0,0001) u mmMmdoaneHomaTHsS
TakxXe BcTpevaroTcs: ropasmo vame npu JIBOb / JIKT,
yeM npu WJIAIL. BzaumocBsizb 3THX TpeX IPU3HAKOB
oueHb crieunduyHa it JIBOB (cnieunduunocts 100 %)
C 9yBCTBUTEIBHOCTBIO 66 %. Takum obpa3oM, mpu mep-
BOIl peHTreHorpaduu JerKuxX 10 Hayaja JICYSHHUS CO-
yeTaHWe CHMITOMa "'MaToOBOro crekyja" (0COOEHHO ¢
LIEHTPUJIOOYJISIPHBIM pacIpoCTpaHEeHUEeM), CeNThl U
muMdoaneHonaTus y OOJbHBIX ¢ KJIMHUYECKOW KapTu-
Hoit JIAT mokazarenbHbl misg JIBOB / JIKI. I1pu Hamu-
YUM TaKWUX PEHTTCHOJOTMYECKUX U3MEHEHUI CenyeT C
OCTOPOXXHOCTBIO TOJXOIUTH K BOIPOCY O Ba3OAMJIATH-
pyIOLLIEN Teparuu.

JoIoTHUTEeIPHBIMUA METOIaMU MCCICIOBaHUS UL
nuarHoctuku JIBOB / JIKT siBisttoTcst OpoHxockomnust ¢
OpoHxo-anbBeosisipHbIM JaBaxxoM (BAJI). ITo cpaBHe-
auto ¢ UJIAT JIBOB / JIKI' xapakTepu3yloTcs 3HAYM-
TeJIbHbIM YyBenuueHneM KietouHoctu BAJI. OmHako
MpOLEHT MakpodaroB, HEUTPODUIOB U JTUMGPOLMTOB
MPU 3THUX TPEX COCTOSHUSIX aHaJornmyeH. [1oCKOIbKY
JIBOB / JIKT mopaxaioT mOoCTKamwIISIPHYIO COCYIUC-
TYIO CeTh, OHM OOBIYHO COITPOBOXKIAIOTCS CKPBITBIMU
aJIbBEOJIIPHBIMU KPOBOTEUEHUSIMU 1 TIOSIBJICHUEM Har-
PYXEHHBIX TeMOCHIepUHOM Makpodaros. B HemaBHeM
HCCJIEIOBAHUH IIPOLICHT HArPy>KeHHBIX TeMOCHICPUHOM
Makpodaros 0b11 Bbitie mpu JIBOB, yem ipu MJIAT (54 +
37 % mno cpaBHeHuio ¢ 3 + 6 %, p = 0,0006). bamur o
mkane Golde 3HauutenbHo Bhilie mpu JIBOB (109 + 97
npotus 4 + 10, p = 0,0004) [228]. B 3axmouenue, coue-
TaHHOe TnoaTBepxkaeHue JIAIL, moBblllieHUEe YKCIa MaK-
podaroB, Harpy>KeHHbIX reMocuaepruHoM, B BAJl u nuH-
TePCTUIIMAIbHBIE JIETOUHblE WHQUIBTPATHl [IeJaloT
nuarto3 JIBOB / JIKT BbICOKOBEPOSITHBIM.

Jlewenue. B HOBOI KIMHUYECKO# KiaccupuKauuu
JIBOB u neroyHast BeHO3Hasl TUTIEPTEH3MsI BKJIIOUEHbI B
rpynmy JIAT, cBsA3aHHOI CO 3HAUUTETbHBIMU NU3MEHEHH -
SIMU BEH WIM KalmwuIsIpoB. BeposiTHO, 3Ta Tpyrma Tpe-
OyeT Takoro e JieueHus1, Kak npyrue Bunbl JIALL OmHa-
KO TIPOTHO3 Y 3THUX OOJBHBIX XyXke, ¢ 0oyiee ObICTPBIM
rporpeccupoBaHueM 3aboneBaHus. Kpome Toro, Baszo-
OUJIaTaTOPHl M OCOOEHHO 3IIOIPOCTEHOII JOJIKHBI TTPH-
MEHSITBCSI C OOJIBIIION OCTOPOKHOCTHIO M3-32 BBICOKOTO
pUcKa pa3BUTHSI OTeKa Jierkux [229, 230]. OnHako numMe-
IOTCSl COOOIIEHUSI O CTAOMJIBHOM KJIMHUYECKOM YIyd-
IIEHUHX Y OTOEJIBHBIX OOJIBHBIX ITPH JICUCHUN STUMMU IIpe-
maparamMu. JlaHHBIC IO MCIOJIB30BaHUIO HOBBIX BUIOB
tepanuu, Takux kak ADP, mpu JIBOB / JIKT otcyTcTBY-
foT. HaszHayeHue y100BIX JIEKAPCTBEHHBIX IPENapaToB
9TUM OOJIBHBIM JTOJIKHO TTPOBOJUTHCST TOJIBKO B KIIMHU-
YECKUX ILIEHTpPaX C IMMPOKUM OIBITOM TUATHOCTUKHU U
BeneHus 00JabHBIX ¢ JIAI, U pUCK NOKEH ObITh OLIEHEH

Knunnyeckue pekomenpaumm

110 Havasa yiedeHus . [IpencepaHast CEenTOCTOMUS MOXKET
MPOBOAUTHCS, Kak npu apyrux dopmax JIAI, Ho orpa-
HUYEHa U3-3a TunokceMuu, koropas npu JIBOB / JIKT
BCTpevaeTcs yaile, yeM npu npyrux dopmax JIALL Enun-
CTBEHHBIM MeTonoM JieueHust npu JIBOB / JIKT asiser-
csl TpaHCIUIaHTaLMsI JIerKux, U, kak u npu MAJII, nocie
TpaHCIUIAHTALIMM Cclydyau peuujvBa 3a00JIieBaHUSI HE
OIKCaHBI.
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