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Jlerounoii rumeprensueit (JII)) HaspiBaeTcs
TOBBIIICHUE CPEIHETO NABJICHUS B JIErOYHOM
aprepun (JIA) Gonee 25 MM PT. CT. B IIOKOE
u/mm 6ojee 30 MM PT. CT. Ipu (pU3UIECKOI
Harpy3ke. JII' Takke AMarHOCTUPYIOT, €CJIU
CHUCTOJINYeCKOoe naBiieHue B JIA, u3aMepeHHOe
C TIOMOIIBI0 HomIuieporpaduu, MpeBbIIIacT

40 mM pt. cT. JIT' MOXeT BO3HUKATh MPU pas-
JIMYHBIX 3a00JIeBaHUSX, SIBJISISICH CIEACTBUEM
X TIPOTPECCUPOBAHMS WIIM OTpaxkash aKTUB-
HOCTh MOPaXXeHUsI JIETOYHON TKaHU C BOBJIE-
YEHHEM COCYAMCTOTO pycja, WU OBITh caMo-
CTOATENIbHONM  HO30J0TUYECKOM  (opmoit
(Tabm. 1).

Ta6muma 1. Knuanueckas kiaccudukans ierouHoi runeptersnu (mepecmotp 2003 1)

(Dopma

Jlerounast
apTepuasbHas
TUTIePTEH3US

JIT, obycnoBneHHast
MOpakeHUEM JIEBBIX
OT/IEJIOB Cep/la

JIT, cBsg3anHas

¢ 3a00J1€BAHUSIMU
JIETKUX

W/WIM TUTIOKCHEH

JIT, oOycnoBneHHas
XPOHUYECKUMU
3MO0MYECKUMU

W TPOMOOTUYECKIMU

3a00J1€BAHUSIMU

Paznmuunbie popmb

Bapnantbi

Nmonatnyeckast

CeMeiiHas

Casi3aHHasI C:

e CHICTeMHBIMU 3200 eBaHMsIMU coeHuTeNbHOI TKaHu (C3CT)

® BPOXIEHHBIMY IIYHTAMU U3 OOMBLIOTO KPyra KpOBOOOPAIEHHS B MAIbIii

® [TOPTAJIbHOW TUTIEPTEH3UEH

o BUY-undeximeit

® JIeKapCTBAMU 1 TOKCUHAMU

o 1pyrumu (hakTopamMu — 3a001eBaHKsI LIUTOBUIHOM XeNe3bl, NIMKOTeHO3bI (0071€3Hb
Iupke), 6ome3nsb [o111e, HACTEICTBEHHASI TeMOpPPATIIEeCKast TEEAHTIKTa3Us
(60ne3ub Ocnepa—Panmto—Bebepa), reMorio0MHONATHM, MUETONPOIM(EpaTUBHbIE
3a00J1€BaHUsI, COCTOSIHME TOCIIE CTIEHKTOMUM

OGycoBIeHHAsI TIPEVMYIIECTBEHHBIM TIOPAXKEHUEM JIETOYHBIX KATIMIUTSIPOB MM BEH:

® JIETOYHAsI BEHOOKKJIIO3UOHHAs 00JIE3Hb

® JIETOYHBII KaMWUTSIPHBIA TeMaHTIOMAaTO3

[epcuctupyromias JII' HOBOPOXAEHHBIX

HOpa)KCHI/IC JIEBOTO INPEACEPINA WU XKEITyT0UYKa
HOpa)KCHI/Ie A0pPTAJIbHOI'O WJIWM MUTPAJILHOIO KJlallaHa

XpoHuyeckast 00CTPYKTUBHAS 00JIE3HD JIETKUX
HurepctuimanbHbie 3a6oneBanus gerkux (M3J1)
OOCTPYKTUBHOE alTHO3 BO BpeMsI CHa
AJbBeONIpHAST TUTIOBEHTUIISILIVST

JInuTenpHOE PEeOBIBaHKE B YCIOBHSIX BEICOKOTOPbS
AHOMaK pa3BUTHS

Tpom603MO0IMY MTPOKCMMATBHBIX BeTBEH JIA
TpoM0603MO0IMK TUCTANTBHBIX BeTBel JIA
HerpomboTtiueckue erouyHbie MO0 MU (OITYXOJIM, TTapa3UThl, THOPOIHBIE TeJIa)

Capkounos, TUCTUOIMTO3 X, TUM(MAHTUONCHOMIOMATO3, CIABICHNE JIETOYHBIX BEH
(uMdaneHonaTum, onmyxoJu, uopo3UpPYIOLINA MEIUACTUHUT)
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NepBHYHasA Nero4yHas rHnepTeHsHs

HManomatndecKkasl JIerodHasi THUIIEPTECH3US
XapaKTepu3yeTcsl IOBBIIIEHUEM TaBICHUS
MIPENMYIIECTBEHHO B TIPEKAIMMLIIPHOM COCY-
nuctoM pycie. DakTopsl pucKa ee He ycTa-
HoBJIeHBl. OmnucaHbl cemeliHble ciydau JIT,
4acToTa KOTOPBIX CPeau BCeX IMallMeHTOB C
nepsuunoii JIT' (ITJIT') cocrapisieT okoo 6%.

3HaYNTEIBPHOE YBEIMUYCHHE PACIIPOCTpa-
HenaocTu [TJIT B 1960—1970-X Tomax CBSI3bI-
BalOT C MCITOJIb30BAaHMEM CPENCTB, TTOIABIISIO-
IIAX aIMeTUT (AHOPEKTUYISCKUX IIPEIlapaToB
LieHTpaJibHOrO AciicTBUs). Ponb amMmuHOpekca
ObLIa ycTaHOBJIEHA HanboJIee JOCTOBEPHO, TaK
Kak 3ampelieHre nNpojax mpernapara npuBesio
K cHkeHuto yactoTsl I1JII. [ToBTOpHOE YyBe-
JuyeHue pacnpoctpaneHHoctu [TJIT 6bu10 3a-
PEruCTPUPOBAHO IPU IMPUMEHEHUU aHOPEK-
THKa GeHbIIopaMrHa U ero TMIPOU3BOAHEIX, a
TakxKe (peHTepMUHa. [1pu ynoTpedieHun 3TUx
aHopekTukoB puck I1JII' Bo3pacrtaer OoJjiee
yeM B 10 pa3, a IpH ITOCTOSTHHOM TIpHEME B Te-
yeHue 3 Mec u bosiee — B 23 pa3a.

Cpenu npyrux ¢akTopoB, MPOBOLIUPYIO-
mux dpopmuposanue IJII (Tadin. 2), Ha3bIBa-

IOT TOKCMYECKOE ParicoBOE€ Macjo — BCIIbIIIKA
3a00JieBaHMSI OTMEUYeHa MpPU YHOTpeOJIeHUU
ero B ity B Mcrianuu. YBeuyeHue 4acTOThI
TUIT npoucxomut y BUY-uHbULIMPOBaHHBIX,
a TakXke y OOJbHBIX XpOHUYEeCKUMU Auddy3-
HBIMU 3200JIEBAaHUSIMU TIEYCHU C TIOPTATBHOMN
rutiepreH3neit. OnucaH JIeTaTbHBII HUCXOI Y
o6epemennoii ¢ I1JII, coueraBlieiicss C MHOXeE-
CTBEHHOUW O04aroBOW TWIEPIUIa3Mell MMEYEHU U
MOPTaJIbHOM TUNEPTEH3UEH.

OOcnegoBaHue ceMmeil, YJIeHBI KOTOPBIX
crpaganu [1JIT, mo3BoMIIO BBISIBUTH MyTallUU
reHa, MPUBOASAIINE K PAa3BUTHIO 3a00JIeBaHUS.
Ien BMRP2 (bone morphogenetic protein
receptor — pelenTop KOCTHOro MOphoreHeTr -
yecKkoro 0eka) JJOKaIM30BaH Ha yyacTKe 2-i
XpoMocoMbl (2q33), yacToTa ero MyTaluii npu
cemeitHbIx ciayvasix [TJIT mpeBocxoaut 50%, a
IIpU CIIOpaaIUYECKuX cocTapisieT 6onee 20%.

B narorenese ILIT Benyiiee 3HaYeHUE MPU-
marT aucdyHkumu sHmotenus. I[lpm ITIJIT
3HAYUTEJILHO YBEJIMYMBACTCS MPOMYKIIUS
TpOMOOKCaHa ¢ OMHOBPEMEHHBIM CHIKEHHEM
00pa3oBaHUs MPOCTallMKIMHA (Taba. 3), 4To
0 KpailHEel Mepe YaCTUYHO CBSI3aHO C YrHe-

Ta6mua 2. daxkropsl, Npeapacnoaramlime K pasputuio T1J1T7

Ipymma ¢arropos

YcTaHOBIEHHBIE

Daxropbl

AHopeKTUYeCcKHe MpenapaThl LEHTPATbHOTO AeUCTBHS

(aMUHOpEKC, POU3BOAHBIE (heHIIOpaMKUHa)

Toxcuueckoe parncoBoe Macio
ZKeHckwuii mos
BUY-undexuus

AMbeTaMUHbI
L-tpunropan
[MopranbHas rumepTeH3us

BecbMa BeposiTHBIE

Koxkann
bepemeHHOCTH
CIUIEHOKTOMHUS

Bo3moxHble

3a001eBaHMS! IUTOBUIHOM XeJe3bl
TeMoro6rHONaTHH (CEPOBUIHO-KIETOYHAS aHEMUSI, B-TalacceMust)

[mkoreno3sl (601e3H [HpKe)
bonesnp [ome

HacnenctBeHHbBIE TeMOpparniecKue TeieanruakTasim (0ome3Hb Ocnepa—Panmo—Bebepa)

COMHHUTEbHBIC AHTPII[erCCC&HTbI

DcTporeHconepxKalime npenaparbt

OxupeHue
Kypenune
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Ta6mua 3. KomnoneHThl natorenesa I1J1T7

Mexanuzm

JIMchyHKIMS SHA0TEMS

Tunepnponykiust
CEpPOTOHMHA

CKJIOHHOCTb
IJIATKOMBIIICYHBIX KJIETOK
JIETOYHBIX COCY/IOB K CIIa3My

[Mpomudeparms
IJIAIKOMBIIICYHBIX KJIETOK
COCY/IOB MAJIOro Kpyra
KPOBOOOPAIIEHMS

JlokasbHbIe JTeTOUHbIE
HapyleHust puopuHOIM3a

RommomenTsi

Tunepnponykimst TpoMOOKcaHa (CTOlKask BA3OKOHCTPUKIIUS)

CHIKeHMe aKTHBHOCTH TPOCTAIIMKIMHCHHTA3BI M 00pa30BaHMS POCTALIMKINHA
(CHMKEHME MHTEHCUBHOCTHY BA30IIIATALIN)

VBenuueHre 00pa3oBaHKsI SHAOTENMHA- |

VrHeTeHue akTUBHOCTHY 3HA0TeMManbHOM NO-cuHTa3bl 1 cuHTe3a NO

VBenMueHne CHHTE3a CEPOTOHMHA 1 3aXBaTa €r0 [IaKOMbIIIEYHBIMU KIETKAMU
COCYJIOB MaJIOT0 Kpyra KpoBOOOPAIIEHHS

VYMeHbleHE SKCIPECCUN BOJBTAXK-3aBUCUMBIX KAaJTMECBbIX KAHATIOB
TJIAAKOMBIIIECYHBIMU KJIIETKAMM JIETOYHBIX COCYI0B U HAKOTIJIEHUE
B HUX MOHOB KaJIbIIUS

VBenuueHne BOCTIPUMMYKMBOCTH [IaIKOMBIIIEYHBIX KJIETOK K (haKTopaM,
PETYJIMPYIONIMM KJIETOUHYIO TPONUEpaIuio U pocT

Auneny TeHa, KOAMPYIOIe MHTMOUTOP aKTHBATOpA TIa3MUHOTeHa TUTa 1,
KOTOpbIE MPepacloaraloT K YBETUYEHUIO €r0 aKTUBHOCTH

TeHHEM IPOCTAIIMKIMHCUHTA3bl B MEJKMX
BeTBsx JIA. TlokazaHo, 4TO MHOYKILIMS 9KC-
MPEeCCUM TIPOCTAIIMKINHCUHTA3BI TIPEIISITCT-
ByeT (popmupoBaHuio JII' y JKUBOTHBIX.

B HacTosimiee BpeMsl OOIIEIIPU3HAHO, YTO
LEHTpaJIbHBIM 3BeHOM martoreHesa ITJIT ciy-
KUT SHAOTeIMANbHAA AMCGYHKIMS, XapaKTe-
pU3yoIIasicsl HapyIIeHUSIMH PETYJISIIUUA TO-
Hyca coCyaoB (CKJIOHHOCTh K Ba3ocnasmy),
aKTUBaIeil SHIOTEINIT-3aBUCUMOTO 3BeHA
reMocTasa, a Takxke MOoCJeayloleil MHIYKIIM-
el Tponudepalnyd TIaTKOMBIIICYHBIX KIIe-
TOK. BOJBIIMHCTBO M3MEHEeHW (DYHKIIMU 3H-
nporenust ipu [1JIIT perncTtpupyioT TOJIBKO B
cocynax Majoro Kpyra KpoBOOOpaIieHusI.

Crieu(prIecKrX JTa00paTOPHBIX MAPKEPOB
TIJIT He oOHapyxeHO. Y MHOTUX OOJIbHBIX BbI-
SIBJISTIOT TUTIEPYPUKEMUIO, KOPPETUPYIOIIYIO C
TSDKECTBIO TOPaXKEHUST JISTOYHOTO COCYIUCTO-
ro pycja ¥ yKa3bIBaIOIIYI0 Ha BHICOKMI PUCK
cMepTi. POpMUPOBaHUE HAPYIICHUI COKpa-
THUMOCTH TIPaBOTO XETyOOYKa OTpaxkacT yBe-
JIMYeHHas TUIa3MEeHHas KOHIEHTpauusl Ha-
TPUIYPETUIECKOTO TIenThaa B-Tuima (kKak u
TPHU JIEBOXEJTYT0YKOBOW CepIeyHON HeaoCTa-
TOYHOCTH), KOTOpasl TaKXkKe CIYKUT HebJaro-
MIPUSITHBIM TTPOTHOCTUYECCKUM TIPU3HAKOM
Hapsily C POCTOM CBHIBOPOTOYHBIX YPOBHEH

HOpagpeHaTWHA W SHOOTENIMHA-1 W TosBIIe-
HHUEM B KpOBM TporioHMHa T B TMarHocTuyec-
KJ 3HAYMMOM KOHIIeHTpaluy. Bce HazBaHHBIE
JnabopaTtopHble mapameTpbl y O0osbHbIX TTJIT
PEKOMEHIYIOT OIICHMBATh MCXOMHO W IIPH JIe-
YEeHUU MpernapaTaMy MPOCTarJIaHINHOB.,

Jnsi KnMHu4ecKoi omeHkH OoJibHbiX TIJIT
UCHoNb3YIOT Kiaccudukanuwo New York
Heart Association (NYHA) u tect ¢ 6-MUHYT-
HOI X0Ib0OM, OOIIEIIPUHATEIC IS XPOHMYE-
CKOM JIEBOXEJIYAOYKOBOM CepaeyHOM Hemo-
crtatouHocTu. IIporHo3 mauumeHra c ILJIT
OLICHWBAIOT Ha OCHOBAaHWU PE3yJIETATOB KJTH-
HUKO-J1a00paTOPHOTO U MHCTPYMEHTAJIbHOTO
obcnenoBaHus (Tabdu. 4).

CaMbIM pacrpoOCTpaHEHHBIM U HaJeXHbIM
MeTtonoM ckpuHUHTA JIT' CIry>XmT TpaHcTopa-
KajbHas1 axokapauorpadus (9xoKI'), mpu ko-
TOPOI OIPENENISIOT CUCTOIMIECKOE TaBJICHUE
B JIA, 3KBUMBaJIECHTHOE CUCTOJUYECKOMY J1aB-
JICHHIO B IIpaBOM Xeaymouke. OpHUEHTHUPO-
BOYHBII IWAITa30H €T0 HOPMAaJbHBIX BEJTMYNH
cocTaBiisieT 23—32 MM PT. CT. DTOT MoKa3aTelb
pacTeT 110 Mepe YBEIMYCHMST BO3pacTa M MH-
JeKca Macchl Tea. JlaHHble TpaHCTOpaKaib-
Hoit DxoKI, kak mpaBuIO, KOPPEIUPYIOT C
mapamMeTpaMHu, OIIpeAeICHHBIMU TIPH THATHO-
CTUYECKOW KaTeTepu3allMu IpPaBbIX OTIEJIOB
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cepaua. I1pu TpaHcropakaiabHoil OxoKI y ua-
CTU OOJIbHBIX yHAeTCS YCTAHOBUTb MPUUYMHY
TTOBBIIICHUST JABJICHUS B MaJlOM Kpyre Kpo-
BooOpaIeHusI (HAIIpUMeEp, BBISIBUB IOPOK
MUTPAJILHOTO W a0PTAJIBHOTO KJIallaHa, Iopa-
>XeHue Muokapja). Takum oopa3om, TpaHCTO-
pakanbHast OxoKI' — npeanouyTuTeabHbINA He-
WHBa3UBHBIN MeTo auarHoctuku JII' u nuHa-
MHMYECKOTO HAOIIOACHUS 32 OOJTBHBIMH, B TOM
YHCIIe OLIEHKU OTBETa Ha JIeUCHHE.

JIC NPH XPOHHYCCKHX OOCTDYKTHBHBIX
3a00/IeBaHHAX JNErKHX

JIT' pa3nuuHOil CTeneHU BBIPAXKEHHOCTU
OCJIOXKHSIET TeYeHHe OOCTPYKTUBHBIX 3a00J1e-
BaHW JIETKMX 00Jiee YeM Y TTOJIOBUHEI Mallk-
eHTOB. TsKeCTh HapyIIeHWi TeMOIMHAMUKY B
JIA u, xak cineactBue, ¢GOpMUPOBAHUE Cep-
JIEYHOW HEJOCTATOYHOCTU OIpEAesIeTCs HO-
30JIOTUIECKIMH OCOOCHHOCTSIMM.

Ta6imua 4. ITapameTpbl, UCITONb3yeMble I oleHKU mporHosa 6ompHBIX [IJIT (European Society of
Cardiology, 2004; c UBMEHEHUSIMU )

Binsnme na puck
HeDIaronpusATHOro
Hexofa

svenenme / nammue

[Tapamerpbi Hapaverpa

Knmangeckue
yHkumoHanbpHBIN Kiaace o NYHA 1 1
dyHKIMoHANBHBII KiTace 10 NYHA Ha done | |
MOCTOSIHHOTO MPMMEHEHHS 3MOIPOCTEHOIA
TIPABOKEITYOYKOBAsT CepIeIHAsT HEIOCTATOYHOCTh + 1

TonepaHTHOCTb K (DM3NUECKUM Harpy3kam
JIMCTAHIINS, POUIEHHAS 3a 6 MUH i 1
JMCTAHIIVS, IPOIIeHHAs 3a 6 MUH, 1 !
Ha GOoHe MOCTOSIHHOTO MPUMEHEHMSI ATOMPOCTEHONA
MUKOBOE MOTPEOIEHUE KUCI0POIa l 1

Dxokapauorpapuyeckue
BBITIOT B MOJIOCTY TIEpHKApa
pasMep JIEBOrO Mpeacepaust
SKCUEHTPUIECKII MHIEKC JIEBOTO XEMyI0IKa
JOMIIeporpadMyecKuii KHIEKC MPaBoro xeaynouka (MHaekc Tei)

— — — +
— — — —>

[emomnnamuyeckue
JIaBJICHNE B MPABOM KeJTyl0uKe
cpenHee napieHue B JIA
CEepIEYHbIN BHIOPOC
carypauus O, BEHO3HO! KpoBU
TOJIOXUTEIbHBIN OTBET Ha OCTPBIE MPOOHI ¢ Ba30MIaTaTOpaMK

YMEHBIIEHHUE JIETOYHOTO COCYIMCTOrO COMPOTHBICHHUS
Ha 30% mocrie 3 Mec JIeYeHHS MOMPOCTEHOIOM

4+ 4+ — — - —
— — — — — —>

JlaboparopHbie
TUTIEPYPUKEMHST
HaTpUIYpeTUYECKUii menTua B-Tuma miasMbl HCXOTHO
HaTpUilypeTuyeckuii mentua B-tuna miasmsl nocie 3 Mmec | !
JIEYEHHST STOTIPOCTEHOTIOM

TponoHuH T Mmia3Mbl B IMaTHOCTUYECKU 3HAYMMOIA KOHIIEHTPAIIAH + 1
HOpaIPEHATNH TITa3MbI
SHJIOTENUH- 1 TIa3MBbI 1 1

= 4
— —

—
—

O603HaueHus: | — yBeJquyeHue, | — yMeHblleHUe, + — Hanmuue dhakTopa.
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JIT MmoxeT caMa 1o cebe MPUBOAUTH K CMEP-
TU MAIMEHTOB, CTPAIAIOIINX XPOHHIECKOH 00-
CTPYKTHBHOI 0ose3Hbio Jerkux (XOBJI), orre-
peXast HapacTaHUe IbIXaTeIbHOI HeIOCTaTOd-
HocTu. BerkmBaemocts 60sbHBIX XOBJI, nve-
rommx JIT, mouTtu B 2 pa3a HUKe, YeM OObHBIX
C HOpMaJIbHBIM naBieHueM B JIA (36 mpoTtus
62%). Ilpu sToM BenruuMHa JgaBieHus B JIA
OKa3bIBaeT OoJiblliee BIWSHUE Ha IPOTHO3,
YeM BBIPAXXCHHOCTb THUIIOKCEMUM U THUIIEP-
KaITHUM.

Taktuka neuenusi JII' mpu XOBJI pagu-
KaJIbHO HE OTJIMYaeTcs OT APYIMX BapUaHTOB
JIT. ITpu Ha3HaYeHUM UHTATSLIMOHHBIX OpPOH-
XOJINTHKOB 1IJIeCO00pa3HO MCITOIb30BaTh CE-
JICKTUBHBIC TIpemapaThl [JIs YMEHBIICHUS
KapauoToKcu4ecKux BiusHuii. Kpome Toro,
TEXHOJIOTMH, IO3BOJISIIOIINE YBEJIUUYUTh PEC-
nupadesbHyI0 (hpakiyo npenapaToB (TEXHO-
jorust MoaynuT), UMEIOT MPENMYIIecTBa o
apdekTBHOCTH Ojaromapsi 6ojiee TOUHOMY
JIO3UPOBAHMIO U OoJiee 3 HEKTUBHOM JOCTAB-
Ke JICKapCTBEHHBIX IperapaToB B AUCTATbHbIE
JIbIXaTeJIbHbIE TTyTHU.

/Il NPH HHTePCTHUHANbLHBIX
3200/1eBaHHAX NETKHX

ITarorenes JIT mpu M 3JI ocraeTcs mpenme-
TOM MHTEHCHMBHOIO u3ydyeHus. Hapsnoy ¢ xo-
pOILIIO M3BECTHOW pEayKIIMEW COCYIHNCTOrO
pycia, CBSI3aHHOM C YMEHbBIIICHHEM ITPOCBETa
¥, B MOCJIEAYIOIIeM, YUCIa COCYIOB 3a CUeT
nporpeccupylonieit ¢pndpos3Hoit TpaHcdopma-
LIMY JIETOYHOM TKaHU, paclindpoBaHbl MeXa-
Hu3Mbl JIT, aHaJlornyHbIe 10 IMprU3HaKaM ITKUC-
dyukimu sHnorenus npu IJII. YcraHoBieHo
3HAYNUTEJIEHOE CHIKEHHUE SKCIIPECCUN OCHOB-
HOTO MEeIMaTOpa Ba30aMIaTalli — SHIOTEIIH -
anpHO NO-cMHTa3bl — C OTHOBPEMEHHBIM
yBeJIMYEHUEM TIPOAYKIIMU BHIOTeIUHA-1.
KpomMme Toro, yBennuuBaeTcss aKkTUBHOCTb CO-
CYIMCTOTO 3HAOTEINAIBHOTO (pakTopa pocra,
YTO CaMo TI0 cebe CTIOCOOCTBYET PEMOIETNPO-
BaHMIO JIETOYHOTO cocymucroro pycma. [lpu
XOBJI B kauecTBe Beaymux (pakTOpoOB 3HIIO-
TeJUMaJbHOMN NUCGhYHKIMU Ha3bIBAIOT MPOAYK-

JerosHsie [HTEPTER3HN

Thl cropaHusl Tabaka. IIpomeMoHCTpUpPOBaHO
3HAYNUTEJIEHOE CHIKCHME 3KCIIPECCUM IHIO0-
TennanbHOit NO-CUHTA3bl Y KYPUIBIITUKOB.
I[Ipy mamonmaTHyeckoM JierouHoM ¢uodpose
HaOJIIOIAI0T JOCTOBEPHOE YTHETEHHUE TIPOIYK-
LIMM OKCHIA a30Ta MO CPaBHEHHUIO ¢ OOJbHBI-
mu MU3J1 B pamkax C3CT unm naluueHTaMu C
9K30T€HHBIM aJJIEPTUYCCKAM aJIbBEOJIMTOM.
HawMeHbInass WHTEHCHUBHOCTh HPOAYKIIUHN
NO orMeyeHa HaA craguy “COTOBOIO JIETKO-
ro”, xorma ruia3mMeHHasi KoHuUeHTpauus NO
oKazaylach JOCTOBEPHO HIKE TI0 CPaBHEHUIO C
boJiee paHHUMM CTamgUsIMU 3TOro 3abojieBa-
Hus. IlociaencrBueM SHIOTEIUATBHON IHC-
dynkunu, ycyryonsiomum JII mpu W3JI,
MOXHO CYWTATh aKTUBAIIUIO ITPOKOATYJISTHT-
HBIX CUCTE€M, KOHIIEHTPAIIMS MapKepoOB KOTO-
pbiX (TPOMOMH—AHTUTPOMOMHOBOTO KOM-
Mjiekca u TpomoouuTapHoro dakropa 4) Mak-
CHMaJIbHa IIPU aKTUBHOM MHTEPCTUIINATBHOM
mopaxkeHN (TP KOMITBIOTEPHOM TOMOTpa-
¢uM BBICOKOTO pa3pelIeHUs] 3aTeMHEHUS I10
TUITy “MaTOBOTrO CTeKJa” 3aHMMAIOT He MEHee
50% nerounoii Tkanu). JII' mpu M3JI compo-
BOXIAETCSI TAKXKe M30BITOUHBIM CUHTE30M TH-
cramMmrHa, 3()(HEeKTH KOTOPOTO HAaIlpaBJICHBI HE
TOJIBKO HA COCYIUCTYIO CTCHKY, HO ¥ MHIYIIM-
pyIoT G1bpo3 u npoaudepalnio B JIETKUX.

Jir npx C3CT

JlerouHylo TUTIEPTEH3UIO HAOIIONAIOT TIPU
paznmuunbix C3CT — cucteMHOI CKIlepojep-
MHH, CHUCTEMHOM KpacHOM BOJYaHKe, He-
CKOJIBKO pexe — IIpU JAePMaTOMUO3UTE, PEB-
MaToOUIHOM apTpuTe u OosiesHu Ilerpena.
Hepenko dopmupoBanue JII' oTpaxaer 3BO-
JTIOIUIO TIOPaXKeHUsl JIETKUX (ITPOTPEeCcCCUpyro-
IETO WHTEPCTULIMAIBHOTO (ubpo3a u/mim
anbBeosuTa), cBoiictBeHHOro C3CT.

IMarorene3 JII' mpu C3CT omnpenensieTcs
MPOTPECCUPYIOIIMM MHTEPCTULIMATBHBIM (pu-
Opo30M, HabOIIOJAIOIIMMCS HE MEHEee YeM Y
70% GoabHbIX. KpoMe TOro, cyliecTBEHHOE
3HAYeHUE MMEET IIPSIMOE MTOPaXKeHUE COCYIOB
MaJIOT0 Kpyra KpOBOOOpallleHUsI, pa3BUBalO-
eecs NMPU y4acTUU psALa MaTOMMMYHOJIOTH -
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yeckuX (heHOMEHOB, B TOM YKCJI€ AHTUIHIIO-
TeJUaJbHbIX aHTUTEN (“JEerOYHBI CUHIPOM
PeiiHO”); mpeuMyllleCTBEHHO B MPOIIECC BO-
BJIEKAETCSI MUKPOLIUPKYJISITOPHOE PYCJIO.

®opmuposanue JII' ipu cucTeMHOI CKIepo-
nepvun (CCJl) moronHseTcsl HapylIeHUSIMU
COKPaTUMOCTHU JIEBOTO KeJTyA0uKa, O0YyCIIOB-
JIEHHBIMU CKJIEPOJIEPMUUYECKUM TIOPAXKEHUEM
cepaua. C.B. Moucees (2000 1) oOHapyXu1
KIMHAYECKW STBHOE BOBJIEUeHUE cepaia (cep-
JIe4Hasi HeIOCTaTOYHOCTh, OONMW THUIMA CTEHO-
Kapauu, HapymeHus putma) y 19 (18,3%) us
104 o6cnenoBaHHbIX 00bHBIX CCJI.

CrnenyeT UMeTh B BUJY, YTO CKJIEPOJACPMM-
YecKoe MOopakeHe Cep/iia MOXeT ITUTeTbHOe
BpEMSI OCTaBaThCS IPAKTUIECKU OECCUMITTOM -
HBIM, BBISIBIISISICh TOJIBKO C TIOMOIIIbIO UHCTPY-
MEHTaJIbHBIX METOAOB uccienoBaHus. [lpu
Dx0KI' u3MeHeHUs1 oOHapyXuBaloTcsa y 69%
6onpHbIX CCJ/I. Yamie Bcero (y 39%) peruct-
PUPYIOT HE3HAYUTENbHBIN TUIEBPATbHBIN BBI-
1oT, Yy 29% BBISIBISIIOTCSl HapyIIEHUsS] COKpa-
TUMOCTU JIEBOTO >Keayqouyka (CHUXEHUE
(pakunu BbIOpOCA, MUIATAIMSI MOJOCTH, 30-
HBI TUTIOKWHE3WN). lnarHocTryeckast 3Hau-
MocTh OxoKI B BeIsiBeHnu JII' mpu cucrem-
HOU CKJIEPOJIEPMUY OUYEHb BBICOKA.

JAnarHoCTUKy TMOpaKeHUsl JIETOYHOTO WH-
tepctuusa y 6oapHbIx CCJI ¢ JIT ocyiiecTs-
JITIOT C TIOMOIIBbI0O KOMITBIOTEPHOI TOMOTpa-
(un. Moxet ObITh ONpaBIaHa TUATHOCTUYEC-
Kas KaTeTepu3aius TpaBbIX OTIENIOB, TOMI-
TBEpXKIAOIIas TIOBBIIIEHUE HaBJICHUS B
MaJIOM Kpyre KpoBOOOpalleHusI.

[MponomxuTenbHOCTh XU3HU MAllMEHTOB C
JIT, o6ycnoBiaeHHoit CCJI, 3aMeTHO HUXKeE,
YeM TpU HeOCTIOKHEHHOM TeUeHUH 3a00JieBa-
HUSI, CMEPTHOCTb cocTaBiisieT He MeHee 40% B
roa. Teparusi o0CHOBHOro 3a00JieBaHUSI JaJIeKO
He Bcerla Mo3BOJISIET 3aTOPMO3UTH TTporpec-
CHpOBaHME IMOPAXKEHUST TIETOUYHBIX COCY/IOB.

lleyeniHe NIr

JleueHue GonblIMHCTBA BapuaHToB JII' oc-
TaeTcsl Oojiee TPYAHBIM U MeHee 3¢hGEKTUB-
HbIM, YeM JIeYEHUE XPOHUYECKOM JeBOXETy-

1] MevedHoe meno 54.2008

IOYKOBOM CEPHEYHON HEIOCTATOYHOCTHU.
Yucno aerictBeHHBIX Mpu JIT' 1ekapcTBEeHHBIX
npenapaToB CPaBHUTEIBHO HEBEJIMKO, a KOH-
TPOJIMPYEMbI€ UCCJICIOBAHUS, IMOCBSIICHHbBIC
olleHKe NX 3(PHEKTUBHOCTU 1 0€30MaCHOCTH,
HEMHOTOUMCIICHHBI.

AHTaroHuCTHI KaJbIUA OTHOCST K IIperapa-
TaM TIEPBOTO Psifa, UCTIOIB3YIOIIUMCS IS Jie-
YyeHUs pa3nuIHbIX BapuaHTOB JII, xoTa mx
MIpUMEHEHNEe OCHOBAHO HAa OTHOCUTEIBLHO He-
OOJIBIINX ITO0 00BbEMY KIMHUYECKHUX MCCIICHO-
BaHMAX. MOXHO TOBOPUTH O IT0JIb3€ JUTUTEIIh-
HOTO IIPUMEHEHMST STUX IperapaToB B BHICO-
KWX J03aX, HanOOJbIllee YMCIIO JaHHBIX Ha-
KOIUICHO B OTHOWICHWM HHUeAUNWHA U
nunTrazeMa. JledeHue peKOMEHIYIOT Hauu-
HaTh C MaJIbIX /103, TUTPOBaHUE WX JOJIKHO
OBITb OYEHb OCTOPOKHBIM, OCOOEHHO €CJTU OC-
Tpas npoba ¢ Ba3oaAWIaTaTOpaMu UCXOJHO He
MPOBOJNIIACH.

OnHuM u3 Haubosee 3(PPEeKTUBHBIX Kiac-
COB IpenapaToB, KOTOpbIe UCTIONb3YIOTCS IS
geyenus1 JII, B Hacrosiee BpeMsl CUMTAIOT
CUHTETUYECKME AHAJIOTH MPOCTAIMKIMHA (TIpe-
napaThl IpocTrariaHavuHoB). B ocHoBHOM B
KJIMHUYECKUX MCIIBITAHUSX 3TUX IperapaToB
npuHuManu ydactue 6onbHbie TTJIT mnm JIT,
obycaosneHHoit C3CT. Mcnoab3oBaHue 3110-
MPOCTEHOJA ITI03BOJISIET 3HAYMTEIBHO YIyd-
IIUTh TIEPEHOCUMOCTh (DM3NIECKUX HAarpy30K
W, B HEKOTOPBIX MCCIICIOBAHUSX, BBIKMBAC-
MOCTb mauueHTos ¢ JIT.

IIpn GonpmuHcTBe Gopm JIIT mokaszaHo
3HAYUTEJIPHOE YBEJIMYCHUE BBLKMBACMOCTH
O0osbHBIX TIpU Tipueme Bapdapuna. KoHTpoib
3 GEKTUBHOCTA TepaIlMy IIPA HCITOIb30Ba-
HUH TIperapaTa cjeayeT IIPOBOAUTD C yIETOM
MEXIYHApPOIHOIO HOPMAIM30BAHHOTO OTHO-
LLIeHMSI, TIOJIePXKKMBasl ero Ha ypoBHe 2—3.

ITpu JIT' 0cOGEHHO aKTyaJlbHbI T€paINeBTH-
YecKue BO3ICHCTBUS HAa MUKPOIMPKYJISTOP-
Hoe pycJiio jerkux. [IperapaTsl, CHUXKAIOIINE
arperaiuio TpoMOOIIMTOB 1 BbI3bIBAIOIIME Ba-
30[IWJIaTalMIo (aleTUICATUIIMIOBas KACIOTa,
MEHTOKCU(DUIUTNH, TUTUIPOIPTOKPUIITHH U
Ip.), MPEnsSITCTBYIOT 00pa30BaHUIO MMKPO-
TpOMOOB, M, CJIeAOBaTeJIbHO, PEMOJEIMPOBa-




HUIO COCYIMCTOTO pycja JIETKUX B YCIOBHUSIX
TUTTIOKCUYECKON Ba30KOHCTPUKIIMU. DTH TIpe-
naparhbl 10CTaTOYHO IIMPOKO MCIOJIb3YIOTCS B
anruoHesposioruu. [Ipu C3CT mnoBbllIeHUE
nJaBieHus B JIA HepeaKo COBITaaeT ¢ OOIIMMU
MPOSIBJIEHUSIMA cWHApoMa PeitHo (Bo3HMKa-
IOIIEro, HampuMep, B OTBET Ha XOJIOJOBOE
Bo3aeiicteue). [1pu 3TOM noanepxxaHue nepu-
(epuyeckoro apTepuaabHOro KpOBOTOKA MPHU
HazHAaYCHWU auruapo3prokpuntuna (Basoopa-
J1a) OJIarOIIPUSITHO CKa3bIBaeTCSl HA JIETOYHOM
reMoJMHaMMKe Oj1aromapst He TOJIbKO OBICTPO-
MYy KyNMpPOBaHHUIO Ba3ocCIla3Ma, HO U TOPMO-
KEHUI0 peakIiii TepeKNCHOTO OKUCIEeHUS
JINTIAIOB.

ITokazanusd 1151 KucjaopoaoTepanuu rpu JIT'
OIPENEeIISIIOTCS, TIPEXIe BCEro, TSKECThIO TH-
IMOKCEMUM, KOTOpasi 00yCJIOBJIeHA XpOHUYEC-
KM 3a00JIeBaHMEM JIETKUX M COIIPOBOXIACT-
Cs TIOBBILIIEHWEM MHAaBJICHUS B MaJloM Kpyre
KpoBooOpamenus. [Ipu JIT, dopmupyromeii-
Cs B OTCYTCTBUE XPOHUYECKMX OOJIE3HEi Jer-
KNX, KHUCIOPOIOTEepamusi, MO-BUANMOMY, He
MO3BOJISIET YBEJIUYMTh TOJIEPAHTHOCTh K (hu-
3MYECKUM Harpy3KaM M IIPOIOKUTEIBHOCTD
KW3HU TMallMeHTOB (IIPOJIEMOHCTPUPOBAHO
IUISI CHHApOMa Dif3eHMeHTepa).

Takum obpazom, aeyenue JII' mo-npexHe-
MY COIIPSIKEHO ¢ MHOXeCTBOM I1podiieM. Co-
YeTaHHOE MPUMEHEHNEe TIPernapaToB ¢ YYeTOM
WX OPTaHOIIPOTEKTUBHBIX CBOMCTB B YCIIOBUSIX
MporpeccUpyronieil cepaeyHoil HemrocTaToy-
HOCTH ITO3BOJINT IPEIOTBPATUTh OCIOXHECHUS
M YIYYIIUTh TEM CaMbIM OTAQJICHHBII TPOTHO3
OOJIbHBIX.
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