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YACTb I

ECTECTBEHHOE TEMEHVE UANONATUYECKOIO

JIEFTOYHOIO ®UBPO3A (U1D)**

Mpu WO nponcxoant CyOGbeKTUBHOE U OOBEKTUBHOE
CHUXKEHUEe NeroyHon GpyHKLMM BMIOTb 0 JIeTallbHOro UCXO-
Ja BCIeACTBME NEeroYyHoOn HefoCTaTOYHOCTM UANM OT ConyT-
CTBylOLWMX 3aboneBaHUn. [JOCTynHble CBefleHWA O [OJro-
CPOYHbIX WCCNefoBaHUAX He MO3BOMAIT TOUYHO OLEHUTb
MeavaHy BbiknBaemoctu npu WO, PesynbTaTbl HECKOSb-
KX BNTENIbHbIX PETPOCNEKTUBHbIX NCCNefoBaH NO3BO-
NAIOT 3aKNI0YNTb, UTO CPEeAHAA NPOJOIKUTENbHOCTb XN3HN
60nbHbIX 1D coctaBnaeT 2—3 rofa OT MOMEHTA YCTaHOB-
neHvA AuarHosa. Bmecte ¢ Tem, pesynbTaTbl NocnefHuX
KNVHNYECKUX WCCIIefOBaHUN, MPOBEeAEeHHbIX Yy vy C
COXPaHHOWN NEeroyHon ¢yHKUMEN, MoKasblBalT, YTO 3TU
undpbl, BEPOATHO, MpeyMmeHblueHbl. VIMeeTca HecKonbKo
BapuaHToB TeueHua O (puc. 4).
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Puc. 4. Bapuanmel meyeHus W10

Y 60nblUMHCTBA MaLMeHTOB 3aboneBaHne MeafieHHO, HO
HeYKJIOHHO nporpeccupyeT («MefneHHoe NpPorpeccupoBa-
HIEe»), HEKOTOPbIe MALMEHTbI OCTalOTCS CTAabWIIbHbIMK («CTa-
OVNbHOE TeueHrie»), Torfa Kak y Apyrix HabnogaeTca cTpemu-
TeNlbHOE yxypauweHue («ObICTpoe MpPOrpeccrpoBaHMEy).

*Ony6nuKkosaHo: Am. J. Respir. Crit. Care Med. — 2011.— Vol. 183. — P. 788-824.
**B YKpaviHe namonaTtuyeckunin 1erouHbii Gnbpos nMmeHyeTcs naronaTu-
YecKknM GrbPO3NPYIOLUM aNibBEOIUTOM.
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MeHbLUas YyacTb NALMEHTOB MOXET UCMbITbIBATb HEMPeCKasye-
MO€e OCTpOe yxyAlleHre KX 60ne3Hn (MOSIHMEHOCHOE) 1u
BC/IeLCTB/IE BTOPUYHBIX OCJIOXKHEHUI, TakMX Kak MHEBMOHVS,
W MO HEN3BECTHOW MPUYMHE. ITO MOXKET BECTU K CMepPTV 60
CyLLECTBEHHO YXYALUUTb COCTOAHME NauueHToB. OTHOCUTENbHAA
YacToTa TaKMX BapVaHTOB 3a00NEBaHNA HEN3BECTHA.

BapuaHT TeueHna 3ab0neBaHUs Y KOHKPETHOIO nauu-
€HTa B MOMEHT MOCTAaHOBKM AMarHo3a Henpepackasyem. Y
GONbLUMHCTBA OOMbHbIX HabnogaeTca MensieHHoe rnocre-
NMeHHOe MPOrpeccMpoBaHME Ha MPOTSKEHNUM HECKONbKIX
net. HekoTopble NaLMeHTbl OCTAlOTCA CTabUNIbHbIMY, TOrAa
KaK y apyrux HabnogaeTca 6bICTpoe nporpeccrpoBaHye. Y
YyacT 6ONbHbIX OTMEYAKTCA 3NU30Abl OCTPOro pecnupa-
TOPHOrO yXyALeHus. YyacTue pasnnyHbix peHotunos A0,
reorpapuyeckux, 3THUYECKUX, KyJIbTYPHbIX, PACOBbIX U
Apyrux ¢akTopoB B (GOPMUPOBAHUM BapuaHTa TeuyeHus
6051e3HN 4O HACTOSALLErO BPEMEHU HE YCTaHOBJIEHO.

O6octpeHue IO

HenaBHue HabniogeHNa NoaTBEPAUIN, YTO OCTPOE pec-
NUPaATOPHOE YyXyALeHVe OTMEYAeTCA Y MeHbluell 4yacTu
605bHbIX WO (npubnusntenbHo 5-10 % exeroaHo). 3Tn
3nmM30bl MOTyT ObITb BTOPMYHBLIMUA MO OTHOLUEHMIO K TakKUM
COCTOAIHVIAIM, KaK MHEBMOHMS, NIeroyHas 3m6onus, NHeBmo-
TOPAKC, CepfeyHas HeAOCTaTOYHOCTb. ECim npuymHa octpo-
ro pPecrnmpaTopHOro yXyALEeHUss He MOXET ObITb onpegene-
Ha, UCMoNb3yeTcst TepMuH «obocTpeHmre UNO». Cenyac Hesc-
Ho, siBnAeTca N obocTpeHre WO npocto maHudecTauven
HEeNAEHTUPULNPOBAHHOTO  [bIXaTENIbHOTO  OCIOXHEHMS
(nerouHble ambonbl, MHdEKLUA), CNOCOOCTBYIOLLErO 0bLeMy
yxyauweHuto TedeHna IO, unu npencraBnseT ecTeCTBEHHOE
YCKOpeHue natobmonornyeckoro npouecca. [laHHble, nony-
YeHHbIe NPU aHasnm13e 3KCNpeccny reHoB y nauneHTos ¢ 1O,
He NoATBEePXKAAIT NHPEKLMOHHYIO STUONTOTUIO.

NcTopuueckn Kputepuin oboctpenust UIO Bkovaet
HeOOBACHNMOE YCUNIeHNEe OfbILLKM B TEYEHME OHOIO Mecs-
La, HanMumMe CUMNTOMOB TMMOKCEMUM KaK Pe3ynbTaT Taxe-
NOro HapyLleHrsa ra3oobmMeHa, HOBble paguorpaduyeckne
anbBeoNsipHble MHOUILTPATbI 1 OTCYTCTBUE afibTePHATUB-
HOro o6bACHeHNA (MHdeKUUA, neroyHas amoonus, MHEBMO-
TOpPAKC UM cepheyvHass HeloCTaTouyHOCTb). O6ocCTpeHue



CTAHAAPTU AIATHOCTUKU TA JIIKYBAHHA

47

MOXET MOoABUTbCA B Nto60o MOMeHT npoTtekaHua IO, a
WHOrfa ABNAETCA NepBoi MaHudecTaumelnn 6onesHn. MoryTt
HabniopaTbCA ycuneHne ofbIWKK, NMXOpagKa, 1/unm nosbl-
LIeHHoe oTAeneHne MokpoTbl. DakTopbl pricka 060CTpeHnsA
WJ1® He ycTaHOBMEHbI, XOTA UMEIOTCA CBefeHMA 06 ocTpol
pecnupaTopHO AeKoMneHcaLmm nocsie TopakanbHbIX one-
pauuin 1 6poHXoanbBEONIAPHOro naeaxa. He AcHo, aABna-
NNCb NN 3TU CllyYam UCTUHHBIMU 0O60CTPEHUAMN UK Obinn
CnefCcTBMEM OCJTIOXKHEHUA COOTBETCTBYOLMX NpoLeayp.

O6ocTpeHne NIT® npoasnaeTca oCTPbIM UMW OPraHn3y-
owrm Anddy3HbIM anbBeONAPHbIM MOBPEXAEHUEM, UK,
pexe, opraHu3yioLLe MHEBMOHMWEN B 30HaX OTHOCUTENIbHO
COXPaHHOW NIeroyHom TKaHW BAanu oT Hambonee ¢$pnbPoO3-
HbIX Y4YaCTKOB.

CraTucTyka cCMepTHOCTIU

CmepTHOCTb OT neroyHoro ¢ubposa noBbllaAETCA C
yBenuyeHnem Bo3pacTa. [poBefeHHbI HedaBHO aHanm3
csugetenbcte o cmept B CLIA nokasan 3HaumTesnbHoe
NOBbILLIEHNE CMEPTHOCTM OT JieroyHoro ¢pmbposa ¢ 1992 no
2003. CmepTHOCTL OT WJIO B CLUA B 2003 6bINA 61,2 Ha
1000000 cpean my>4mH 1 54,5 Ha 1000000 cpean eHLLnH.
B AnoHuun cmepTHOCTb OT UJ1IO cocTaBnset 33 Ha 1000000
cpean MyX4uH 1 24 Ha 1000000 cpefm »keHWwmH. bpema
cmepTHOCTM OT UJ1Q Bbile, Yem OT HEKOTOPbIX BULOB paka.
HepaBHune paHHble nokasbiBatoT, uto B CLUA cmepTHOCTb
BbilLEe B 3IMHUe MecALbl. Hanbonee yactaa npuynHa cmep-
TM — nporpeccupyollee neroyHoe 3abonesaHue (60 %
cmepTeit). [lononHuTenbHble cnyvyanm 6GONe3HeHHOCTU W
cmepTHOCTM Yy naumeHToB ¢ WJ1O BktouyatoT 3aboneBaHune
KOPOHapPHbIX apTepuin, NneroyHyto sMO6onunio 1 pak erknx.

CTAAVNAHOCTb U NMPOrHO3

CreneHb TAXecT 60ne3Hn 1 GyHKUMOHaNbHbIX Hapy-
weHnn nauveHtoB ¢ WI® Ha MOMEHT YyCTaHOBEHUA
avarHosa BapuabenbHbl. [pyunHaMm 3Toro, No-BUANMOMY,
ABNATCA Pa3MunA B CyObEKTMBHbIX OLLYLLEHNAX 1 Pa3fn-
yna B KOMMNeTeHUWUW Bpauyel. HepaBHMe wnccnepoBaHuA
YTOUHUNN NpefuKTopbl BbkuBaeMmocTy npu WID. Tem He
MeHee, TOYHOCTb 3TUX MPEAUKTOPOB OrpaHUYeHa peTpo-
CNEKTUBHOW NPUPOAOM HEKOTOPbIX U3 3TUX UCCefoBaHWI
N pas3nnuuamMn B fm3aliHe nccnegoBaHuii. Mpepnonaraetca
NCMONb30BaTb TEPMUHbI «JIETKasA», «CPEeAHAA», «TaXenas»,
«paHHAA» N «No3[HAA» AN1A 0603HaYeHMA cTaguii 3abonesa-
HuA. MNpegnoXkeHHble cTagumM OObIYHO OCHOBbLIBAKOTCA Ha
bYHKUMOHANbHbBIX TErOYHbIX TeCcTax B MOKoe 1/Wnun Bblpa-
YEHHOCTU PEHTIeHONIOrNYECKNX N3MEHEHUI. TeM He MeHee,
HEN3BECTHO, BaXKHbl NN 3TV NOAXOAbl K CTaAUAHOCTW ANA
NPUHATUA KNUHUYECKOTO peLleHus.

DOemorpadus

CoobuaeTca, uto bonee cTapLuve NAaLNEHTbI U My>KUMHbI
UMeIOT XyALLUNIA MPOrHO3 B HEKOTOPbIX, HO HEe BO BCEX MCCe-
noBaHUAX. IPPeKT KypeHna accoummpyeTca Kak C MOBbILLEH-
HbIM, TaK 11 C MOHVIXXEHHbIM PUCKOM nocniefytoLLel CMepTHOC-
T. MNpOorHocTMYeckaa 3HaUYMMOCTb reorpapuueckmx, STHU-
YeCKMX KyNbTyPHbIX 1 pacoBbix GakTOpOB HEVN3BECTHbI.

OpbiwkKa
HekoTopble nccnenoBaHmA Nokasanu, Yto 6a3oBblii ypo-
BEHb ObIWKN KOPPENnpYyeT C KaUeCTBOM »KM3HU 1 BblXKMBae-

MOCTblo. Vcnonb3oBanncb pasHble cnocobbl M3MepeHus
opblWwKK, BKNoYaa wkany MRC, nHpekc 6a3oBON OAbILLKY,
VHCTPYMEHTbI onpefeneHna Kadectsa »KusHn (KXK) ¢ gbixa-
TeNIbHbIMU OMPOCHMKaMW, WKana bopra, onpocHUK ofbILLKK
Kanndopruiickoro yHusepcuteta (CaH-[lnero) n KnuHMKo-
paguonornyeckn-dusmonormyeckasa lWKana  OfbIWKMU.
OcTaeTca HeACHbIM, KaKol MoKasaTeNb OfbllLKN Hanbonee
TOUHO MporHo3unpyeT ucxop nauneHtos ¢ NIO. N3ameHeHne
OfbILLIKM BO BPEMeHI Takxe NnpefckasblBaeT BbKMBaeMOCTb.

®usunonorua

ba3oBbIl PYHKUMOHANbHbIN NEroyHbli TecT Heopn-
HO3HaUHO accoummpyeTca C BblkmBaemocTbio npu UITO.
OTO MOXKeT ObITb CBA3aHO, B YaCTHOCTH, C CONYTCTBYIOLLMMNA
COCTOAHUAMMU, TaKNMK KaK 3MPuU3emMa, neroyHoe cocyamc-
Toe 3aboneBaHue, OXMpPeHMEe UK TeEXHUYEeCKMe pasmuma
npu TecTMpoBaHWW. HeACHO MPOrHOCTMYecKoe 3HauyeHue
6azoson FVC. Ouddy3rmoHHas cnocobHOCTb ANA OKUCK
yrnepopa (DLCO meToOoM OAUHOYHOIO BAOXa C KOpPeKLn-
el remornobunHa) c 6onbluell BEpOATHOCTbIO NpefCckasblBa-
eT 6a30BYyl0 BbIPKMBAEeMOCTb: MOPOroBOe 3HayeHne OKOJo
40 % accoummpyeTca C MOBbILEHHbIM PUCKOM CMEpPTHU.
OrpaHnyeHHble [JaHHble MOATBepP)KAalT, uTo obuian
emKkocTb nerkux (OEJ1) n anbBeonAapHo-apTepranbHasa pas-
HULa Mo K1cnopoAy B napumanbHbix fasneHusax (P(A-a)0,)
MOXET OblTb MPEfMNKTOPOM BbIKMBAEMOCTU, HO HET ACHbIX
rpaHuy ero 3HauyeHus. NpegnonaraeTcs, UTo TeCT C cephey-
HO-NIerOYHON Harpyskom (mMakcMmanbHoe noTpebneHue
Kncnopoga) MoXeT Npefcka3biBaTb BbIXXMBaeMOCTb.

Mporpeccupytolee un3meHeHne GU3NONOrNYECKUX
nokasaTesiel — HECOMHEHHO, BaXHbI NpefcKasaTtenb
cmepTHOCcTM npu UIN®. CHukeHune FVC B TeueHue 6 nnm 12
MecALEeB [OCTOBEPHO acCOLMMPOBANOCh CO CHUPKEHMEM
BbIXKVBaeMOCTU. HepgaBHMeE faHHble NMOKa3biBaloT, YTO Mpu
NN® cHmxkeHre FVC Ha 5-10 % moxeT 6bITb MpefuKTopoM
cmepTHOCTU. YMmeHbleHre DLCO Takxe accoummpoBanocb
CO CHWXKEHMEM BbIKMBAEMOCTHW, XOTA U MeHee NocnefoBa-
TesbHO. MokasaHo, UTo n3meHeHmne P(A-a)O, Gonee yem Ha
15 MM pT. CT. yepe3 12 mecAUeB ABNAETCA NPefUKTOPOM
BblKuBaemoctu. llectnmecayHoe unameHeHue B OEJ1 m
P(A-a)O, Takxe MOXeT 6biTb MPEeANKTOPOM BbIXMBAEMOCTN.

KTBP cumntombli

KTBP-npur3Haku ¢nbposa 1 «COTOBOro NIEFKOro» CUJib-
HO KoppenupytoT ¢ usmeHeHnamm FVC n DLCO. Bbipa-
MeHHocTb prnbposa n «cotoBocT» Ha KTBP ABnaetca npe-
OVKTOPOM BblkmBaemocTy npu UIO.

CMmellaHHbIe WKasbl OLeHKN

CMelllaHHble WKasbl OLEHKN co3aaHbl AN1A 1CMOoMb30Ba-
HUA GU3NONOTNYECKUX U PAAMONOTMYECKUX AaHHbIX C LieSiblo
obecneyeHns H6onee TOYHON MNPOrHOCTUYECKOW MHPOPMALM-
ein. Pa3paboTtaH coctaBHON dursmonornyeckunin nHaekc (CPI),
KOTOpbIN ncnonbyet BennumnHbl FEV,, FVC, DLCO v aaHHble
KTBP pnsi oueHKn cTeneHu TsxkecTu 3aboneBaHuaA. CPl —
6onee TOYHbLIN MPEeAUKTOP CMEPTHOCTM MO CPaBHEHMUIO C
VHAVBUAYaNbHBIMY N3MEPEHUAMU NeroyHon GyHKLMK, Taku-
mu Kak FEV,, FVC, DLCO, TLC, PaO, vnu knnHuKo-paauonory-
yecku-dpusnonornyeckasa wkana (CRP). Tem He meHee, 3Ta
cucTeMa cyeTa He TeCTUPOBaHa B KakoM MO0 KIMHUYECKOM
NCCNefoBaHNN, U ee KIMHMYEeCKan 3HauMMOCTb HEN3BECTHA.
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6-MUHYTHbIN TeCT € Xxoab6orni

XoTA 6-MUHYTHBIV TECT C Xofbbow (6MT) wnpoko ncnonb-
3yeTca B KIMHWYECKOW MpaKTMKe, ero nporHocTnyeckas
LIeHHOCTb OrpaHnYeHa BCriefCTB/e HeJOCTaTOYHOW CTaHAap-
TM3auun npouenypbl y 6onbHbix ¢ 1O, HekoTopble nccne-
[OBaHMA AaloT OCHOBaHWe npeAanonaraTb, YTo Aecatypaumsa
(T.e. CHWXKeHMe caTypauumn Kuciopopa Huke 88 %) npwu
BbINonHeHn 6MT aBnAeTcA MapKepoM NOBbLILLEHHOMO PUCKA
cmepTu. bonee KopoTkasa ancTaHUMA xoabObl U YAJIMHEHHOE
BpeMsA BOCCTaHOB/IEHVA CEPAEYHOro puUTMa nocsie xoabObl
accoLMMpPOBANMUCh C MOBbILEHHbIM PUCKOM CMepTU. Tem He
MeHee, He ACHO, ABNAIOTCA NN B 3TOM NOMYNALUN BOCAPOU3-
BOAUMbIMY AecaTypauus, NPonAeHHana AUCTaHUMA, apyrne
BENNYMHbI, 3MepaeMble Npy nposeaeHnn 6MT. B HegaBHem
KAVHMYECKOM WCCNefoBaHUK, NpoBefeHHOM B AnoHuy, y
nauveHToB ¢ WO ncnonb3oBanca 6-MUHYTHbIA Harpy3ou-
HbI TECT C MCMONb30BaHEM TPeaMMUIa, OQHAKO KINHMUYeC-
KasA LLeHHOCTb 3TOro TecTa He YCTaHOBJeHa.

MaTorucronorus

Pa3Hble naTormcronornyeckue obpasubl 6bi1n onpege-
NeHbl y MALMEHTOB NPY NOSTyYEHNN HECKOMbKNX 6UONTATOB.
MaTtTrepHbl OUM 1 HCUM naeHTuduumposaHbl y 12-26 %
60nbHbIX NPY 6UONCKMK C PasHbiX Jonen nerkux. MporHos
ONA NaUVeHToB C AUCKOpAaHTHoM (NpoTtusopeunsor) OUN
(OUIM v HCKM y Toro e naumneHTa) 1 'y 60SIbHbIX C KOHKOP-
naHtHon OWIM (OUIM Bo Bcex AonAx) OblT OJUHAKOBbLIM.
MoBbleHHOe KonnuyecTBo GpokycoB prbpobnacToB B HEKO-
TOPbIX MCCNefOBaHNAX acCOLMNPOBANoOCh C YBeMUYeHeM
pucka cmepTun. N306unne ¢pnbpobnactoB Takke accoumm-
poBanocb co cHumxeHnem FVC n DLCO yepes 6 1 12 meca-
LeB HabnoaeHNA. 3HaUMMOCTb eTaslbHOW NaTorMcToNnoru-
YeCcKoW LWKanbl ANA KNMMHUYeCKoro BegeHnsa 6onbHbix ¢ MO
elle He onpepjeneHa.

JlerouHas runepTeHsun

3HauuMTeNbHasA YacTb AaHHbIX OTHOCUTENIbHO HaNnuma n
BaXKHOCTM JIEFOYHOW rMNepTeEH3UM NoyYeHa nNpu obcneno-
BaHUM 605bHbIX 1D, nognexalmnx nero4yHon TpaHCcniaH-
Taumun. Hannume neroyHow runepTeHsun (onpepensemon
KaK cpefiHee fleroyHoe apTepuranbHoe JaBrieHne > 25 mm
PT. CT. B MOKOE) acCoOUMUPYETCA C MOBbILEHHBIM PUCKOM
cmepTun naymeHTtos ¢ WIO. B otgenbHom nccnegosaHum 70
nayneHToB ¢ UI®D cpepHee neroyHoe apTepuanbHoe [aB-
neHve 17 Mm pT. CT. NPeAMnonaraeTca Kak Nyullnin feTektop
CMEPTHOCTU. DTN [aHHble HYXKAAITCA B MOATBEPXKAEHWN.
OnpepeneHne CUCTONNYECKOTO JIEFOYHOTO AaBNEHMA METO-
IOM 3xoKapauorpadum He KoppenmpyeT C AaHHbIMK Mpa-
BOXXENYAOYKOBOW KaTeTepu3aumen npaBoro »enynouka.
MoBblWeHNe NeroYyHoro COCyAUCTOro COMPOTUBIIEHUA
TaKXe CBA3aHO C XyALwen BbKMBAeMOCTbto. Ewe He sAcHO,
npegcrasndaet num WO ¢ neroyHom runepreHsunen
OTAEeNbHbIN KnuHnyecknin peHotun (UIO-J).

Imdusema

HenaBHO nonyyeHHble PETPOCNEKTUBHbIE JaHHbIe CBU-
LEeTeNbCTBYIOT O TOM, YTO COMyTCTBYtOLWas ambu3ema yxysa-
WwaeT NporHo3 Ana 6onbHbIx ¢ UIQ. MNayuneHTbl ¢ coyeTaHu-
em VO 1 smdursembl MOTYT Hy»KAATbCA B leYeHUN 060omX
cocTosAHUA. OrpaHnyeHHble JaHHble CBUAETENbCTBYIOT, UTO
nauneHTbl ¢ 1O 1 asmdmnsemon, ckopee BCero, HyxgaTca
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B [/INTENIbHOW OKCMreHoTepanum 1 MOryT MMeTb 3Hauu-
TesIbHYI0 JIErOYHYI0 rMnepTeH3nto. YCTaHOBNEHO, YTO Hanu-
yre s3mdu3embl He BAUAET 3HAUMMO Ha BbIKMBAEMOCTb.
Takum obpasom, He AcHo, npepctasnaeT nn WO ¢ conyT-
cTBYIOLWEN SIMPU3EMON OTAENbHbIA GeHOTUN (KOMOUHUPO-
BaHHbIN NeroyHbii $rnbpo3 1 smépursema) C UHbIM NPOrHO-
30M unn smdm3ema B TakUX Cyyasx NpPoCTo CONyTCTBYIO-
wee 3abonesaHue.

CbiBopoTOuHble n BAJI-6momapkepbl

MmeloTca orpaHuuyeHHble pPeTpOCneKTBHblE AaHHble
OTHOCMTENIbHO MPOrHOCTUYECKOWN LIEHHOCTU CbIBOPOTOUY-
HbiX 1 BAJTI-6uomapkepos npu UIQ. Tem He meHee, 60nb-
LUMHCTBO M3 HUX HeMpremnemo AnA PYTUHHOW KIUHUYeC-
KOM nNpakTUKWU. BbICOKOMONEKYNAPHbIA [ANKONPOTENH
Krebs von den Lungen-6 (KL-6), knaccnbuumpyetca Kak
yenoseyecknin myumH MUCT, koTopbii npoayuupyeTca
nHesmouutamu Il Tuna. MNMokasaHo, YTO yYpPOBEHb CbIBOPO-
ToyHoro KL-6 noBbiweH y naymeHTos ¢ 1O n koppenvpyet
C puckom nocnepyiouien cmept. CbiIBOPOTOUHbIE YPOBHU
cypdakTaHTHbIX npoTemHoB A n D y naumeHtoB c WO
TaKXXe MOBbIWEHbI 1 ABAAIOTCA NPeANKTOPaMUN BbhKUBae-
MOCTW. HeplaBHMe [aHHble AEeMOHCTPUPYIOT B3aMMOCBA3b
mexgy CCL18, ppyrmmm xeMoKnHaMu, ypoOBHEM MO3rOBOrO
HaTpUIypeTnyeckoro nentuaa 1 CMepTHocTbio. M3yueHne
ypoBHeW nna3matmnyeckux n bBAJI-maTpnyHbIX MeTannonpo-
TemHa3 (MMP) nokasano, uto MMP1 n MMP7 noBbliweHbl y
60nbHbIX ¢ WO, a MMP7 MoXeT KoppennpoBaTb C TAXec-
Tbto 6onesHn. YposeHb SP-A B BAJ] aBnAeTcA NporHocTu-
YecKnM ANA BbIXKMBaEeMOCTU. HeACHO 3HaueHue KNeTouHoro
coctaBa bAJ1 gna nporHo3a npu WNO. MNpeaBaputenbHbie
JaHHble TMOKa3blBalT, UTO Hanmune LUPKYINPYOLWUX
dnbpounToB (Me3eHXVManbHbIX KNeTOK-NpeawecTBeHHN-
KOB) acCoLMMPYeTCA C MEHBLLIMM CPOKOM XKU3HW.

JIEMEHUE

Gdapmakonornyeckas Tepanus

KomuteT He 06Hapymn 4OCTaTOUHbIX JOKa3aTeNbCTB B
NoAAEPXKY MCNONb30BaHUA Kakom-nnbo crneunduryeckom
Tepanuun npu WIQ. Tem He MeHee, KNMHUYECKE UCCNeR0-
BaHVA HEKOTOPbIX MpenapaToB NpeAnonaralT UX BO3MOX-
Hylo monb3y. HxenpuseaeHHble pekomeHZaLMm OCHOBa-
Hbl Ha AOKa3aTes/IbHO-OCHOBAHHbIX NOAX0HaXx, ONMUCAHHbIX B
BBOJHOW YaCTW. DTN peKOMeHAALUN MOTYT ObITb N3MEHEHbI,
eCcnn MOoABATCA HOBble WAN [OMOSHUTENbHbIE AaHHble.
KonnuectBo ronocos 3a, MpoOTUB, BO3[epPXKaBLUMXCA U
OTCYTCTBOBABLUVX NPUBELEHO ASIA KaX4oro BMAa JleueHus.
BonbluMHCTBO BO3AepaBWKXCA OblNo CnefcTBrem TOro,
YTO usieHbl KOMUTETA MPU PAaCCMOTPEHUN TOFO WM UHOTO
BOMPOCa MOFIM YyBCTBOBATb KOHGNIMKT MHTEPECOB.

Crna pekoMeHgaLmmn oTpa)aeT cTeneHb yBEPEeHHOCTH
UNeHoB KOMWTETa, UTO »KenaTenbHble 3pdeKTbl Tepanuu
npeob6nagaloT Hag HexenaTenbHbiMU. PeKoMeHZauuy npo-
TUB NPYIMEHEHNA MeTOLOB NleyeHna cTporue (strong), ecnu
MMeeTCA HeOCTaTOYHO [0OKa3aTeNnbCTB AJS1A MOALEPKKUN B
nonb3y ux npumeHeHus. [lpyrne metofbl Tepanum cnabo
pekomeHfoBaHbl (weak), 4TO OTpa)kaeT HeobXoAMMOCTb
nonyyeHnsa 6onee KaueCTBEHHbIX OKa3aTebCTB B OTHOLLe-
HUW XKenaTenbHbIX U HeXenaTenbHbiX 3$PeKToB Tepanuu.
Crna pekomeHZaL M BaXkHa A1A NaLNeHTOB, KIMHULMCTOB,
OpraH13aTopoB 34PaBOOXPaHEHMA.
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Cnocobbl nevyeHusa co cnaboli pekomeHoayueli npo-
mue ux npumeHeHUss Mo2ym Gbimb npuemsiemMbiMu O/A
HeKomopbix nayueHmos. KnMHULMCTbl JOMKHbI ObITb roTo-
Bbl MOMOYb MaUMEHTaM MNPUHATb Hafnexallee pelleHune
OTHOCUTENbHO TOrO, MCMOMb30BaTh UMW HET cneundunyeckme
peXvMbl Tepanuy co craboi pekoMeHAALMEN C NX NOMOXKU-
TeNbHbIMM 1 OTpULATENbHBIMK CTOpOoHamu. [nAa XxopoLo
NHGOPMMPOBaAHHbIX MALMEHTOB, HACTPOEHHbIX Ha hapmaKo-
NOrnyecKoe neyeHne, MOXeT ObITb caenaH Bbibop cpeacTsa
Co cnaboil pekomeHAaLMen NpoTUB ero NPUMeHEHHUA.

Bonpoc: lomkHbl 11 nauneHTbl ¢ IO nonyyatsb KopTn-
KOCTepOUnAHYyI0 MOHOTepanuto?

He nposoannncb paHAOMM3MPOBAHHbIE KINHUYECKne
NCCnefoBaHMA C  KOPTUKOCTEPOWMAHOW MOHOTepanuei.
PeTpocnekTnBHble HEKOHTpONMpyemble WNCCNeAOoBaHNA He
noKasasnu ee nNperMyLLecTB B OTHOLLEHNW BblPKMBAEMOCTM, HO
npepnonarany, YTo y MeHblUelr 4YacTu NauMeHToB, NonyyaB-
LUMX KOPTUKOCTEPOULHYO MOHOTEPanuio, nerovHas GyHKUMA
yRy4lInaach; B KOHTPOAMPYEMbIX NCCIE[OBAHUAX BblXKMBae-
MOCTb He ynydwanacb. VimeeTca 3HaunTenbHaA CMepTHOCTb
npw oNnTenbHOM KOPTUKOCTEPOUAHON Tepanum.

PekomeHOayus: Mbl He peKoMeHOyeM KOpPTMKOCTepO-
NOHYI0 MOHOTepanuio B nedeHun 6onbHbix AO (cTporas
peKkoMeHAaLUMA, OYeHb HU3KWI YPOBEHb JOKa3aTeNbCTB).

3HayeHue: JTa peKoMeHAaLMA OYeHb BakHa B npepy-
NpeXaeHnn CMepTHOCTY, CBA3AHHOW C JIeYeHnemM U nmeet
HN3KYIO LLIeHHOCTb Ha NOTEHLMaNbHOE ynyylleHne JIero4YHON
bYHKUMM BBMAY OYeHb H3KOrO YPOBHSA [JloKa3aTesNbCTBa.

lMpumeyaHue: (Tonoca: HN OQHOrO — 3a MPUMEHEHME,
21 — NpoTuB, 2 BO3AepKanuncb, 8 OTCyTCTBOBAsN).

Bonpoc: [JonXHbl N1 NauyeHTbl NeunTbCA KONXULm-
HOM?

MoKa3aHo, YTO KONXMLMH MHIMbUpyeT nponndepaunio
¢$1bpobnacToB 1 cMHTE3 KonnareHa in vitro. PaHHWe nccne-
[OBaHVA npepanonarany ero noTeHumanbHylo 3bdekTnB-
HOCTb Yy nauneHToB ¢ WID. B HeCKONbKMX MPOCMNEKTUBHbIX
KINWHUYECKMX WNCCeoBaHMAX CPaBHMBANCA KOMXULMH B
Pa3fNYHbIX NeYebHbIX peXkumax U He Oblfo MOKa3aHo ero
BVAHNA Ha KINNUHUYECKUI ncxod. Hu ogHo 13 3Tux uccne-
[OBaHWUI He copep»ano rpynn «b6e3 neyeHus». MNpoegeHo
peTpocnekTuBHOE n3yyeHne 487 nauyneHtos ¢ 1O c uenvto
OLIEHKM BbPKMBAEeMOCTU Kak KpuTepusa NporpamMmbl neve-
HUA. B cpaBHeHUM C rpynnon 60NbHbIX, HEe MOMyYaBLIMX
npenapat, KONXULMH He OKa3blBaj BAUAHME Ha BbIXKKBae-
MOCTb.

PekomeHOayus: Mbl He peKoMeHyeM fieueHne KOonxu-
UMHOM (CTporas pekomeHpauusa, oYeHb HU3KUA YPOBEHb
[0Ka3aTeNnbCcTBa).

3HayeHue: OTa peKoMeHAaLMA UMeeT BaXKHOe 3HaveHune
BClIeACTBME OYE€Hb HU3KOro YPOBHA [OKa3aTeNbCTB, Npea-
nonaratowiero otcytcrame 3GpPpeKTUBHOCTM.

lpumeuaHue: (fonoca: HU OOQHOrO — 3a MPUMEHEHME,
21- npoTuB, 2 BO3aepKanncb, 8 OTCYyTCTBOBaN).

Bonpoc: [JomkHbl nn nayneHTbl ¢ IO neuntbca UmK-
nocnopuHom A?

B aHrnoAsblyHOM NUTEpaType NMeKTCA OrpaHNYeHHble
[aHHble O MPYMEHeHNN LMKnocnopuHa A. PaHHME HEKOHT-
ponMpoBaHHble KUCCIIefOBaHNA, MPOBEAEHHbIE C HebOsb-

wumn rpynnamu nauueHtos ¢ WI®, npegnonaranv Bo3-
MOXHYI0 nonb3y. PeTpocnektuBHoe wuccnegosaHue 10
nauneHTos ¢ 1M He nokasano nonoxuTenbHoro spdekra
OT Tepanum LMKNoCnopuHom. [1sa nccnefoBaHua ¢ ManbiMu
rpynnamu naumentos ¢ WO nocne TpaHcnnaHTaumy ner-
KWX, JIeYeHHbIX MMMYHOCYNpecCUBHbIMM MpenapaTamu,
BK/TIOYAOLWMMN LMKIOCMOPWH, NOKasanu nporpeccuposa-
Hue 3aboneBaHNA B HaTVIBHOM NIETKOM.

PekomeHOayusa: Mbl He peKoMeHZyeM neveHune naymeH-
ToB ¢ WID ymknocnopuHom A (cTporad pekomeHAauus,
OYeHb HU3KUI YPOBEHb AOKa3aTeNbCTB).

3HaveHue: 3Ta peKoOMeHAaLmA UMeeT BaXXHOe 3HaueHne
B NpepoTBpaLleHnr No6oYHbIX 3PpdEKTOB, CHUMKEHUN CTOU-
MOCTW NeYeHnA N HU3KYI 3HauYMMOCTb BC/IeACTBME OYEHb
HU3KOro ypOBHA JOKa3aTeNbCTB, MOKa3blBalOLWMX NPOTUBO-
peuviBble pe3ynbTaTbl.

lMpumeuarue: (Tonoca: HA OQHOrO — 3a NMPUMEHEHME,
18 — NpoTuB, 4 BO3LEpPKanuCb, 9 OTCYTCTBOBANN).

Bonpoc: [JonxHbl nn nauuenTbl ¢ WO nonyyatb Kom-
OGUHMPOBaHHYIO Tepanuio KOPTUKOCTEPOMAOM U MMMYMO-
JynAaTopom (azaTronpuH unu unknopochammua)?

Hebonbluoe peTpocneKkTMBHOE McCnefoBaHWe npoge-
MOHCTUPUPOBANO MPeNMYLLEeCTBa leYeHUA a3aT1oNpPUHOM
C KOpTKOCTepoungoMm. bbino nokasaHo NpenmyLLecTBO LMK-
nodpochamuza npu ero npueme C KOPTUKOCTEPOUZOM MO
CPaBHEHUIO C MNPUEMOM TOMbKO KOPTMKOCTEPOUAA.
Pe3ynbTaTtbl 3TOro mccnefoBaHWA CKOMMPOMETUPOBaHbI
TeM, UTO BK/IOYANUCb MaLMeHTbl, He COOTBETCTBYlOLME
HefaBHO MPUHATbIM AMarHocTmyecknum Kputepmam WUITO.
Ony6nrKoBaHbl pe3ynbTaTbl AByX PETPOCMNEKTUBHbBIX KOHT-
ponvpyemMbIX UCCNEe[OBaHNI NO N3yYeHuto Lknopochamm-
fa. B nepsom (164 nayueHTa) cpaBHMBanacb rpynna 6osb-
HbIX, MPVHUMaBLLUX LuKnodochammp 1 KopTMKOCTEPOUA, C
rpynnon 6e3 cneunduryeckon Tepannmn: pasHuLbl B BbIKU-
BaeMoCTV 06Hapy»eHO He 6bino. Bo BTopom nccneposaHmnm
(82 maumeHTa) cpaBHMBaNKCb Tepanua KOPTUKOCTEPOVAOM
1 unknodpochammuaom c Tepanuert ToNbKO KOPTUKOCTEPOU-
[OM: BbIfiB/IeHa Nlyullasa BbPKMBAEMOCTb NPY KOMOUHUPO-
BaHHOM JleYeHuN.

PekomeHOayusa: Mbl He peKoMeHZyeM neveHune naymeH-
ToB ¢ WD KOMOMHUPOBaHHOW MMMYHOMOAYNMPYIOLLEN 1
KOPTMKOCTEPOVAHOW Tepanuen (cTporad pekomeHaauus,
HU3KMI yPOBEHDb [l0Ka3aTeNbCTaa).

3HaueHue: PekoMmeHAaUmMA MMeeT Ba)KHOe 3HauyeHue B
npeaynpeXXgeHnn CMepTHOCTU, CBA3AHHOWN C JleUyeHneM 1
BBUAY HeLlaBHUX JaHHbIX, MOKa3blBaloLWMX, YTo fobaBneHne
aueTUILMCTEHA K 3TUM pPeXUMaM 3amefnsaeT CHUPKeHue
neroyHom GyHKUUM (CM. HUXe). ViMeeT HM3Koe 3HaueHne B
OTHOLLEHNW YNYYLLIEHWA IETOYHON GYHKLNN.

lMpumeyaHue: [loka3zaTenbCTBO HU3KOrO YpPOBHA. B auc-
Kyccum 6Obina HeonpefeneHHOCTb OTHOCUTeNbHO OanaHca
nonb3bl 1 Bpega. (fonoca: HYM 0AHOro — 3a NpUMeHeHwe, 21
— NPOTUB, 2 BO3AiePKanucb, 8 0TCyTCTBOBaNM). BoNbLIMHCTBO
UneHOB KOMMTETa roIoCoBao 3a CTPOry pekoMeHZaLuio.

Bonpoc: [onxHbl nn naumneHTsbl ¢ O neuntbca KombrHa-
Line KOPTUKOCTEPOMAA, a3aTOMNPVHA U aLeTUILUcTenHa?

AUeTUNLNCTENH ABNAETCA NPEKYPCOPOM aHTUOKCUAAH-
Ta rMyTaTMOHA, KOTOPbIN MOXXET BOCCTaHABNMBaTbCA B fer-
Kux naymeHtos ¢ WJ1®. BbinosHEHO paHAOMMU3NPOBAHHOE
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KOHTPONMpPOBaHHOE NCCIefoBaHNe, B KOTOPOM CpaBHMBaI-
cA 3¢deKT BbICOKONM [03bl aueTununcTenHa 1 nnayebo y
nauneHToB, MOJyYaBWNX KOMOUHUPOBAHHYIO Tepanuio
NpPefHN30/I0HOM K a3aTMonpuHOM. B 3Tom nccnegosaHum
12-MecAYHOE CHUXKEHWE XKU3HEHHON eMKoCTU U Anddy3u-
OHHOW CNOCOBHOCTU NErknx ObiNo 3HAYNTENBHO MEHbLLE Y
nonyyYaBLUNX aLeTUNLUCTENH (KN3HEHHAA eMKOCTb: pa3Hu-
ua 0,18 n, 95 % poBepuTenbHbI MHTepBan (A1), 0,03-0,32;
P < 0,02; onddy3moHHaa cnocobHOCTb: pasHuMua 0,75
Mmonb/MnH/KMa; 95 % [N, 0,27-1,23; P < 0,003). He Habnto-
Janocb pasnnunAa B CMEPTHOCTU WM APYrUX BTOPUYHbBIX
TOYKaX, BK/OYaA OAbILWKY, KauyeCTBO XWM3HW, pe3ynbTaTbl
Harpy3ouHbIX TecToB, papmorpadumyeckre NposBJEHUA.
OrpaHnyeHns B 3TOM WCC/IeQOBaHUU: CYyLWECTBEHHOE
NCKNtoYeHne 13 nccnegoBaHus (okono 30 %), HeAacHana Ku-
HUYyecKaa 3HauyMMOCTb Habntogaemoro 3¢deKTa, HepocTa-
TOYHAA NPeACTaBUTENIbHOCTb rpynmnbl 6e3 neyeHus.

PekomeHOayus: bonbwnHcTBO 60MbHLIX ¢ IO He
LOMKHbI NeYNTbCA KOMOMHAUMEN KOPTUKOCTEPOUAQ, a3aTu-
OnpurHa 1 aueTUUUCTENHA, HO 3Ta Tepanna MOXeT ObiTb
pauroHanbHbIM BbIOOPOM Yy MeHbLUE YacTX MauueHTOB
(cnabas pekomeHAauUmaA, HA3KUA YPOBEHb AOKa3aTeNbCTB).

3HayeHue: ITa peKoMeHZaUUA MMeeT BbICOKOe 3Haue-
Hue B NpeaynpexneHn CMEPTHOCTH, CBA3aHHOW C eYeHu-
€M 1 HU3KYI0 3HaUMMOCTb BCNIEACTBME MANloro KoNmMyecTBa
[OaHHbIX, BKJIOYasAs OTCYTCTBME MPEeACTaBUTENbHON rpynnbl
CpaBHeHWA 6e3 neyeHus.

lMpumeyaHue: ITOT BOMPOC BbI3BaJl CyLUECTBEHHbIE
nebatbl. (MTonoca: 3 — 3a ucnonb3oBaHue, 17 — NpoTus, 3
BO3JepXanucb, 8 OTCyTCTBOBaNM). OTO NeyYeHne MOXeT
ObITb NpYemieMbiM AN MaUUEHTOB, KOTOpble AOMYyCKaloT
BO3MOXHble NMOO6OYHblE AENCTBUA, fAaXKe eCnn OXMUAAeMbIi
NOJSIOXKUTENbHBIN 3PEKT HEBENNIK.

Bonpoc: [JomkHbl N1 nauneHnTbl ¢ O neyntbca MoHo-
Tepanuen aueTuiynCcTenHom?

BoNbWNHCTBO HejaBHMX AaHHbIX O MOHOTepanuu aue-
TUNLMCTEMHOM UCXOAAT U3 PAHAOMU3NPOBAHHOIO KOHTPO-
NIMPOBAHHOIO MCCNefoBaHNA, NPVBEAEHHOrO Bbllle Mpu
OMNUCaHNN KOPTUKOCTEPOMAA, a3aTUOMNPUHa U OpanbHOro
npuema auetTunuucterHa. B atom nccnegosaHnm gobasne-
HMe OpanbHOro aueTWIUMCTEMHA K KOopTUKocTepoupay U
a3aTUONPUHY aCCOLMNPOBANIUCH CO 3HAYUTENIBHO MEHBLLIVM
CHUXKeHMeM NleroyHom GpyHkuuu. Mpeablayuiee HEKOHTPO-
NMPOBaHHOE MCCefoBaHne, NpoBefdeHHoe Yy 18 nauuneH-
TOB, MPUHMMABLLVX NEePOPaNbHO aLEeTUALNCTENH B TeYeHne
12 Hepenb, TakKe MPOAEMOHCTPUPOBANIO YyUllEHNE B
nokasartenax NeroyHon OyHKUMKM, BKIOYASA XKUSHEHHYIO
€MKOCTb, ANPPY3MOHHYI0 CMOCOOHOCTb U KanuanapHoe
Pa0,. B npyrom nccnenosaHum 6biiv paHaOMU3NPOBaHbl 30
nay/eHToB, MOJyYaBLUMX a3PO30JIbHbIN aALEeTUILNCTEUH
unu nnaue6o Ha NpoTaxkeHUn 12 mecAueB. bbino oTMeyeHo
3HaunTenbHoe YyyulleHWe B BbIpaKEHHOCTM "MaToBOro
CTekna" Ha KomnbloTepHOW Tomorpaduv M ymeHblueHune
ypoBHei KL-6. He 6b110 06Hapy»KeHO 3HaUMMOro pasnnumsa
B PM3MONoOrnyeckmx N3MepeHnax U NPONAEHHON AUCTaH-
LMK B HAarpy30YHbIX TeCTax.

PekomeHOayus: bonbwmnHcTBo nauneHToB ¢ WO He
[O/MKHO NEYNTbCA MOHOTEpanuen aLeTUILNCTENHOM, HO 3Ta
Tepanua MOXeT ObITb Pe30HHbIM BbIGOPOM Yy MEHbLUMHCTBA
(cnabasa pekomeHaaLMaA, HU3KNIN YPOBEHb AOKa3aTeNbCTaa).
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3HaveHue: JTa pekoMeHAaUMA MMeeT BblCOKYIO 3Hauu-
MOCTb B OTHOLUEHMW CTOMMOCTU Tepanuu; HU3KUN ypoBeHb
[l0Ka3aTenbCTB, BKIOYasA OTCYTCTBUE rpynnbl 6e3 neyeHus;
HenpsAmble AaHHble O MOTEeHLMANbHOWM Nosb3e.

lMpumeyaHue: Bbinn cyuwlecTBeHHble AebaTbl BOKPYr
3TON pekomeHgaumn. (fTonoca: 5 — 3a mucnonb3oBaHue, 15
— NpOoTMB, 3 BO3AepKanucb, 8 otcyTcTBoBanu). Bce uneHbl
KOMUTETa COrnacuanucb ¢ TeM, YTo Heobxoaumo 6Gonblue
JaHHbIX [N1A OKOHYaTeSIbHOro OTBeTa Ha 3TOT BOMpPOC.
HepocratouHa cTtaHgapTM3auma onAa NpuroToBieHUA aue-
TUALUNCTEVHA B HEKOTOPbIX CTPaHax; Cnocob npumeHeHuA
npenapaTa B pa3HbIX UCCIe[OBaHMAX PasfiMyeH. ITo neye-
HUE MOXET OblTb NPMEeMIeMbIM ONA MauUeHTOB, KOTOpble
[OMNYyCKaloT BO3MOXHble MOOGOYHble AENCTBUA, faxe ecnu
OXMJaeMblii MONOXUTENbHbIN 3PPEKT HEBENMK.

Bonpoc: [JonxHbl nu naumeHtol ¢ WIO neuntbes
nHTeppepoHom-y 1b (IFN-y)?

NHTepdpepoH-y 1b (IFN-y) BewecTtBo ¢ aHTUGMOPOTU-
YeCKMMM 1 UMMYHOMOZYNIMPYIOLWMMI CBOMCTBAMW OLIEHU-
BascA B ByX MacLUTabHbIX NCCefoBaHMAX NOCsie NpoBee-
HUA NMUNOTHOTO MCCNeoBaHWA, NOKasaBLlero ero spdek-
TUBHOCTb. [lepBoe unccnepgoBaHve OLEHMBaNO Bpema A0
KNMHMYECKOro yxyaweHua nam cmept y 330 naumeHToB ¢
NIN®, paHaoMM3npPOBaHHbIX B COOTHOLWeHMK 1:1 gna nony-
yeHuA Tpuxabl B Hegento 200 mr IFN-y nogKoXHO unu nna-
ue6o. MaureHTaMm MO3BONANOCH MOAy4YaTb HU3KME A03bl
npeaHN30oHa B KauecTse CONYTCTBYOLLEN Tepanun B 06ernx
rpynnax. lNepBuyHaa Touka OLEHKM He OTnrMyanacb Mexgy
rpynnamu; o6Hapyunacb TEHAEHLMA K YNyULlleHno NoKa-
3aTenA BbPKMBAeMOCTW npu mcnonb3oBaHun IFN-y B nog-
rpynne naureHToB C NyywrmMmm G13nonormyeckumm nokasa-
TenAMM B Hauvane umccnegoBaHuA. Cnegylollee OTKpbIToe
nccnegoBaHue IFN-y B cpaBHEHUM C KONXULMHOM Y NaLyeH-
TOB C MEHBbLIMMUN GU3NONOrNYECKUMI HaPYLUEHUAMN TaKKe
Nnokasaso MosIoXKUTeNbHbIN 3 deKT.

PekomeHOayusa: Mbl He pekomeHAyeM MpUMeHeHune
IFN-y B neyeHun 6onbHbix WD (cTporas pekomeHpauums,
BbICOKWIN YPOBEHb fOKa3aTeNbCTBa).

3HaveHue: JTa pekoMeHAaUMA MMeeT BbICOKYIO 3Hauu-
MOCTb B OTHOLUEHUU MOTEHLUMNANIbHOro p1cKa 1 CTOMMOCTH
Tepanuu.

lMpumeyarue: (Tonoca: 3a — HeT, 17 — NPOTUB UCMONb-
30BaHuA, 6 BO3AepKanuncb, 8 OTCYyTCTBOBaNN).

Bonpoc: [onxHbl 11 naumenTbl ¢ IO neuntbca 603eH-
TaHOM?

SHpotennH-1 (3T-1) — MOLLHbIA Ba3OKOHCTPUKTOP U
daKTop pocTa, BOBIEKAETCA B MNATOreHe3 IErOYHON runep-
TEeH31M 1, BO3MOXKHO, . Y 6onbHbix WO Habnoganucb
MOBbILLEHHblE YPOBHW 3HAOTENUHa B CbiBOPOTKe, BAJT 1
ype3mepHas 3KCMpeccus 3HAOTENIMHOBbIX PEeLenToOpoB U
ET-1 B TKaHAX nerkmx.

bo3eHTaH, ABOWHOW aHTArOHUCT SHAOTENMHOBbLIX
peuentopoB A 1 B, TectTupoBanca B paHAOMU3NPOBAHHOM
KOHTPONMPOBaHHOM UcCcnefoBaHnn 2 ¢asbl C NCMONb30Ba-
Huem MoANdULMPOBAHHOTO 6-MHYTHOIO TeCTa B KauecTse
nepBUYHON TOUKW. [epBMUYHAA KOHEYHaA TOouka He Obina
JOCTUTHYTa. Y MauMeHTOB, NOABEPrLUNXCA XUPYPrYeckon
neroyHon 6uoncun ans anarHoctukn WO, 6o3eHTaH oKa-
3blBajl NMONOXUTENbHbIN 3PdEeKT B OTHOLWEHWUM BPEMEHU
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nporpeccnpoBaHna 3aboneBaHUsa UM CMePTU, OAbILKN U
KauyecTBa »KM3HWU. BmecTte ¢ Tem, MexaHU3Mbl 3TUX 3dpdeKToB
He YCTaHOBJEHbI, YTO OrpaHNYMBAET BO3MOXKHOCTb UHTEpP-
npeTnpoBaTb pe3ynbTaThbl.

PekomeHOayus: Mbl He pekomeHZyeM fneyeHne 603eH-
TaHOM NauuneHToB ¢ IO (cTporaa pekoMeHAauums, foKasa-
TeNbCTBA CPEAHErO YPOBHS).

3HayeHue: 3Ta peKoMeHAAUMA UMeET BbICOKYI BaX-
HOCTb BBMAY MNOTEHLMANbHOro pUCKa 1 CTOUMOCTY Tepanuu,
a TaKXKe HM3KOro KayecTBa M3MepeHuin BTOPMYHOIO NCXOAa.

lMpumeyaHue: [loka3aTenbCcTBO 6blI0 CpeAHEro YpoBHs,
n 6blna pasnnyHasa cTeneHb HeonpeaeneHHOCTN OTHOCU-
TeNbHO 6anaHca nosb3bl 1 Bpeda. (Fonoca: HX ogHOro — 3a
ncrnonb3osaHune, 10 — NpoOTUB NCNoNb3oBaHUA, 13 Bo3aep-
»anucb, 8 oTcyTcTBOBaNM). BONbWNHCTBO YUNEHOB KOMUTETA
rofI0COBaso 3a CTPOrylo pekoMeHgaLuuio.

Bonpoc: JomxHbl nn nauyneHTtbl ¢ UOA neuntbca sTa-
HepuenTom?

DTaHepuenT ABNAETCA PEKOMOWHAHTHBIM PacTBOpPU-
MbIM peLenTopoM YenioBeyeckoro ¢pakrtopa Hekposa ony-
xonu (TNF), koTopblin cBsa3biBaeTca ¢ TNF 1 HelTpanusyet
ero akTuBHOCTb in vitro. TNF BoBnekaetcA B matoreHes
neroyHoro ¢nb6po3a. HegaBHee paHAOMN3POBAHHOE KOH-
TPONMPOBAHHOE UCCNEfOBaHNE STaHepLeNnTa y NalyMeHToB
¢ WO He no3sonuno nokasatb pasnnuMe B KOHEYHOW
TOouke n3meHeHus FVC yepes 48 Hefenb, XOTA UCCefoBa-
HKe 6bINIo orpaHNYeHHbIM. He3HaurMble TpeHabl Habnoa-
nncb B oTHoweHun DLCO, napameTpoB 6-MMHYTHOrO TecTa,
ncxopa 3aboneBaHus.

PekomeHOayua: Mbl He pekoMeHAyeMm nauueHTaMm C
NN® npuHMMmaTb 3TaHepuenT (cTporad pekomMeHaauus,
[lO0Ka3aTeNbCTBO CPefHero ypoBHs).

3HayeHue: ITa peKoOMeHAALMA UMeET BaXXHOe 3HaUeHne
BBUAY NOTEHLMANIBHOIO PUCKa M CTOMMOCTU JIEYEHUA U HN3-
Koe 3HauyeHue BBMAY BO3MOXKHOTO Y/yulleHUs MoKasaTe-
Nel BTOPVMYHOTO NCXOAA.

lpumeyaHue: YneHbl KOMUTETa NPU3HALOT, YTO BCIIEAC-
TBME OrPaHNYEHHOro YMcia NauneHToB B 3TOM UCCNIeloBa-
HUN HET BO3MOXHOCTU JaTb OnpefesieHHoe 3aKiloyeHne
OTHOCUTENBbHO 3¢deKTMBHOCTU. (Tonoca: HM ogHOro — 3a
ncnonb3oBaHWe, 18 — NPOTMB MCNONb30BaHWA, 4 BO3aep-
»anucb, 9 oTCyTCTBOBaNM).

Bonpoc: JonmxHbl nn naumneHTbl ¢ WO neuntbca aHTU-
KoarynaHtamm?

AHTVKOArynauMoHHaa Tepanusa B JleueHUn OOJbHbIX
MO oueHmBanacb B AMOHCKOM He CJIENOM PaHAOMU3UPO-
BaHHOM KOHTPONMPYEMOM MCCNefoBaHNK, B KOTOPOM CpaB-
HUBANINCb KOPTUKOCTEPOMAbI MC AHTUKOArynAHTbI
(HedbpPaAKUMOHHBIA MM HU3KOMONEKYNIAPHBIN FrenapuH Ha
NPOTAXEeHNN MNoceayoWwero HabnaeHnsa nocie NOBTOP-
HOW rocnuTanusaumm 1 BapdapuH B neprog ambynaTtopHoro
NevyeHmns) C KopTMKocTepongamu. NokasaHo NONOXKMTENbHOE
BAVAHME Ha BbXKMBAEMOCTb B rpynmne, NoslyyaBLUen aHTUKOa-
FYNAHTbI, U KaXKeTCA, BCELCTBME CHVXKEHHOW CMEePTHOCTU
npy rocnuTanMsauum no noBogy o6oCTpeHnsa um nporpec-
CcMpoBaHMA 6onesHn. 3HauYUTENbHBIMU OrpPaAHUYEHUAMMN
nccnenoBaHus 6b1IM OTCYTCTBUE OCTIENIEHNA (TO eCTb UCCe-
[oBaHMe OblNo OTKPbLITbIM), Pa3Has 4YacToTa WUCKIIOYEHUA
60sbHbIX, OTCYTCTBME UCKIIOUYEHNA NTEFOYHOM SMOONUN Kak
NoTeHUManbHOM NPUYUHBI YXYALWEHNdA, a Takke cybontu-

MafibHoe (HefoCTaTOYHOe) AOKYMEHTMPOBaHME KayecTBa
aHTUKOarynauum B nepmog ambynaTopHOro fneyeHus.

PekomeHOayus: bonbwKWHCTBO 60MbHbIX ¢ WD He
JOOJIXKHbI NTEUNTbCA aHTMKOarylsaHTamu, HO 3Ta Tepanus
MOeT ObITb 060CHOBaHHbBIM BbIOOPOM Y MEHbLUEN YacTy
naumeHToB (cnabas pekoMeHAauuWs, OYeHb HU3KMI ypo-
BEHb [J0Ka3aTeNbCTBa).

3HaveHue: 3Ta peKoMeHAALMA UMeET BaXKHOE 3HaueHne
BC/IEACTBME BO3MOXHOMO PUCKA U CTOMMOCTU JIeYEHUA U
MaJsioe 3HauYeHve BBUAY HU3KOro KauecTBa AaHHbIX, MOKa3bl-
BalOLLMX MPEVMYLLECTBO.

MpumeyuaHue: Bbinn cyLiecTBeHHble fe6aTbl BOKPYr 3TOW
pekomeHAaUmK. [loka3aTenbCTBO ObIIO0 OUEHb HI3KOTO YPOB-
HA, 1 Oblna NepeMeHHas CTeneHb HeONpPeneneHHOCTU BOKPYr
6anaHca nonb3bl 1 Bpefa. (Monoca: 1 — 3a ncnonb3oBaHue, 20
— MPOTKB, 2 BO3LEPXKANUCb, 8 OTCYTCTBOBANM). ITO NeyeHne
MOXET ObITb MPUEMSIEMO [J15 MALMEHTOB, KOTOPbIE MOTYT NpW-
HATb BO3MOXKHblE MOCneAyoLMe NoOOYHbIE ABNEHUA HaKe
npu HEGOMbLLIOM OXKNAAEMOM MONOKUTENBbHOM dddeKTe.

Bonpoc: [JonxHbl nn nauymeHTbl ¢ IO neuntbea nup-
deHngoHom?

MupdeHnaoH — npor3BoaHOE NMPUAOHA C NNENoTPON-
HbIMW, MPOTUBOBOCMANUTENbHLIMY, aHTUGUOPOTUYECKUMI
N aHTUOKCMAAHTHbIMK CBOWCTBaMK, C 3bdeKTamu aHTaro-
Hu3ma K TGF-31. NMunoTHble nccneaoBaHvia NoKasanu nosio-
XKuUTenbHble CBONCTBA 3TOro npenapara. [locneaytolee KOH-
TPOAMPOBaHHOE PaHAOMM3NPOBAHHOE UCCNefoBaHKeE, MPo-
BefileHHoe B AANOHMK, B KOTOPOM NUPPEHNIOH CpaBHUBaNCA
¢ nnaue6o, 6bIN0 OCTaHOBNEHO JOCPOYHO, NOCse JOCTMXKe-
HUA BTOPUYHON KOHEUYHOI TOUKM — 0O0CTpeHns, KoTopas
3HauuMmo 6binia valle B rpynne nnawebo. Xota Habop faHHbIX
Obl HEMOMHbLIM BCNEACTBUE MPEXAEBPEMEHHOrO MpeKpa-
LeHnA nccnefoBaHns, ObiNo yKaszaHue Ha NONoXKNUTeNbHbIN
3bdPeKT OT NneyeHVA B OTHOLIEHMU caTypauun Kuciopopda
npu 6-MUHYTHOM PaBHOMEPHOM Harpy3o4HoM TecTe (KOTo-
pbifi 6blT MEPBUYHOM TOUKOM) M 3HAUMTENbHO MEHbLUUM
CHUKEHMEM MWM3HEHHOW eMKOCTW B rpynne nevyeHua no
CcpaBHeHwuio ¢ nnauebo. Bropoe paHAOMU3MPOBaHHOE KOHT-
ponvpyemoe uccnefoBaHue, NposeaeHHoe B ANoHWK, Npu
CpaBHeHUN NUpdEHNOHA C Nnauebo 0bHapyXnno ymeHb-
LLUEHMWE CHUXXEHNA XKN3HEHHOWN eMKOCTM nocne 52-HeaenbHo-
ro feyeHva B rpynne nupdeHngoHa (— 90 mn npotms — 160
mn, P = 0,04). Takke 6bln0 pasnnume B BbIXKMBAEMOCTU B
nonb3y rpynnbl nupdeHngoHa (P < 0,03). Tem He MeHee,
OblIN 3HAUMTENbHblE OFpaHMYeHNA UCCIefoBaHUA. ITO
BbIPaXkanoCb BO BKIOYEHMM MALUMEHTOB, AEMOHCTPUPYIO-
LMX fecatypaumio B He CTaHAAPTHOM Harpy3o4yHOM TecTe.

Pe3ynbTatbl ABYX OOMOMAHUTENbHbIX MEXAYHapPOAHbIX
PaHAOMU3NPOBAHHBIX KOHTPONMPYEMbIX MCCeAoBaHUN C
nupdeHngoHom Obinn HepaBHO paccmoTpeHbl USFDA,
JOCTyneH feTanbHbli oTyeT. OgHO mccneposaHue (PIPF-
004) [oCTUINO NEePBUYHON KOHEYHOW TOUKN — abCOMIOTHO-
ro nsameHenuma FVC, BbipaXXeHHOro B NPOLEeHTax AOSIMHbIX
BENINYMH, Ha 4,4 % B nonb3y NUpdeHngoHa B CPaBHEHWM C
nnaue6o. Jpyroe nccnegoaHue (PIPF-006) He pgocTurno
TOW e MepBUYHON KOHEYHOW TOUKK. HekoTopble BTOpUY-
Hble nokasatenu 3¢pPpeKTUBHOCTM 6biv B YNCIIOBOM Bblpa-
XeHun 6naronpuATHLIMKU, HO NPOTMBOPeYMBbIMU. MMonb3a
[1A BbPKMBAEMOCTW He Oblfia yCTaHOB/IEHa ANA BCeX Cyya-
€B CMepTHOCTM BO Bpems neveHusa. NupdeHnaoH accounm-
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pOoBancA CO 3HAUMTESIbHbIMK MOGOYHBIMU dPdeKTammn Co
CTOPOHbI XenyA0oUYHO-KULIEYHOro TpaKTa, nabopaTopHbIMM
nokasaTenAamMU, XapakTepusylwummn OyHKLMIO MnedeHu,
doToceHcnbrnm3aymei, Coirnbio.

PekomeHOayus: BONbLWUINHCTBO MALUMEHTOB He AOKHbI
neynTbca NMPGEHNZOHOM, HO 3Ta Tepanuna MoXeT ObITb 060C-
HOBaHHbIM BbIOOPOM /151 MEHBLLETO YMC/1a NALNEHTOB (cnaban
peKkoMeHAaUVsA, HA3KMI/CPeaHW YPOBEHb JOKa3aTeNbCTB).

3Hayumocme: PekomeHAaLMA MMEET BbICOKYIO 3Haun-
MOCTb BBUAY NOOOUHbIX 3GPEKTOB Y CTOMMOCTU NIeYeHUA 1
HW3KYI0 3HaYMMOCTb BC/IeACTBME HEe3HAUYNTENTbHOIO YMEHb-
LUEHWNA TEMMOB CHUXKEHMWA JIEFrOYHON GYHKLNN.

lpumeyaHue: KonnuyecTBo rofIoCoB B MOJb3y 3TON PeKo-
MeHZaunn OoTpakaeT rofocoBaHMe BCEro CocTaBa YieHOB
KOMUTETa MOCKOJIbKY FOfI0COBaHVe B OTHOLEHUW nupdeHu-
[l10Ha 6bI710 NOBTOPHBIM MNOCIIE MUTKHTA B N1EKTPOHHOM BUZE.
Taknm obpa3om, obLLee KONMUYeCTBO rosIocoB MNP roN0coBa-
HVW 3a 3Ty peKoMeHZauuo Oonblue, YeM rofoCcoBaBLUKX 33
Opyrue pekomeHaaumm (3NeKTpoHHoe rofnocoBaHue: 3a — 4,
10 — npoTuB, 17 BO3AEpPaNnCb, HET OTCYTCTBOBABLUMX). TO
nevyeHne MOXKeT ObITb MpUeMIEMbIM ANA NMaUUeHTOB, KOTO-
pble MOTyT MPUHATb NleYeHne, HeCMOTPA Ha ero manyto sddekx-
TUBHOCTb U BO3MOKHble No60oYHble 3¢ deKTbl. YneHbl KomuTe-
Ta OCO3HAKT, YTO METOA0OIA, UCNONb30BaHHaA ANA Bblpa-
60TKWN pekoMeHAaLUMM B MOSb3Y WM NPOTUB SIeYeHNA B STOM,
OCHOBaHHOM Ha AOKa3aTeslbCTBaX, KOHCEHCyce WHasA, yem
ncnonb3yemas perynaTopHbIM/ OpraHamu.

Tepanus, He BK/IIOYUEHHasA B peKOMeHZauun:

HOBble flaHHble, ONy6/KOBaHHbIe Nnocse

¢dvHaNbHOro MMTUHra

CunodeHagpun. CvnpeHadun (opanbHbIA MHIMOUTOP
dochoanacTepasbl 5, KOTOPLIN, Kak OblIO NOKa3aHo, 6e30-
MacHO CHVKaeT NIeroYHoe CoCyanCToe AaBrieHne y naymneH-
ToB ¢ WJ1®) nsyuanca B manon koropTe nauyneHTos ¢ 1O n
NEeroYHom rmnepTeH3nen 1 nokasan ynyylieHve JUCTaHLmm
npu xopabbe M neroyHowm remoaMHamMMKM dyepes 8—12
Hepenb. MNauyueHTbl ¢ WO co 3HAUNTENBHO CHUXKEHHbIM
DLCO npepcTaBnAoT MNOBbIWEHHbIN PUCK Pa3BUTKA Neroy-
HbIX COCYAUCTbIX 3aboneBaHun. OCHOBbLIBAaACb Ha 3TWX
HabniopgeHnAx, HedaBHO Obina NpoBefeHa 3 ¢paza paHOOMU-
3MPOBaAHHOr0 KOHTPONMPOBAHHOIO NCCIef0BaHMA Y Naym-
eHToB ¢ WD 1 3HaunTenbHo cHmXeHHON Anddy3noHHOM
CnocobHoCTbio nerkmx (35 % ymeHbLieHne gomkHbix DLCO).
180 cy6beKTOB 66N paHAOMM3MPOBaHbI Aa nprema 20 mMr
cunpeHaduna TpKAbl B AeHb vnu nnauebo B TeueHne 12
Hepenb C nocnegyowenn 12-HepenbHOW OTKPbITOM dpa3ol, B
KOTOpOW BCe MauMeHTbl MoJlyyann aKTUBHOE JieueHwue.
KoHeuHoW nepBrYHON TOUYKON 6bINo 6€3yCcNoBHOE M3MeHe-
HWe anctaHumm Ha 20 % B TecTe C 6-MUHYTHOI XOAbOON Ha
12 Hepene. KntoueBbiMy BTOPUYHbBIMY KOHEYHBIMU TOUKaMM
OblIM OfbILLIKA, KaueCTBO MM3HW, ra3oBbli COCTaB KPOBWU
(Pa0,) n nokasatenn ¢yHkumu nerkux (DLCO). He 6bino
pasnuuna B NEPBUYHON TOUKE MEXAY aKTUBHOW Tepanuen
1 nnaue6o (10,1% npotue 6,6%, P < 0,39). bbinu cTtatncTu-
UECKM 3HAYMMbl PA3NNYMA B M3MEHeHVUM ofplwky, PaO,,
DLCO, kauecTBe XM3HU B Nonb3y cungeHadpuna. He 6bino
pasnuuna B cepbe3HblX MOOOUHbIX ABEHUAX UM CMepT-
HOCTW Ha MpoTaKeHun 24 Hefenb. Bo BTopom nccneposa-
HUM 29 NaLMeHTOB paHAOMU3NPOBaHbI ANA Npruema cunge-
Haduna unu nnayeb6o. B oTnnume ot nepsoro nccnego.a-
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HUSA, He OblIo HeobXxoAMMOCTIN 0TOOPa NaLMEHTOB C Aasieko
3alwenwnm 3aboneeaHunem: cpegHee DLCO B 3TOM nccnepno-
BaHUN ObINO 42% OT AOMKHbIX BeNYVH. [TepBUYHON TOU-
Kow 6blna AucTaHumMA B 6-MUHYTHOM TecTe Ha 6 mecsue. He
BbIAAB/IEHO 3HAUYMMOrO Pas3NyMA B NEPBMYHON KOHEUYHOMN
TouKe. He 6b1/10 3HAUMMOTrO Pas3INUUA U B CTEMEHW OLbILIKN
npu Gusnyeckon Harpyske.

UmamuHu6. VimaTnHnba me3unat — UHrMbuTop TUpPo-
3UHKMHA3bl C aKTUBHOCTbIO MPOTMB peLenTopoB ¢dakTopa
pocTa TPOMOOLMTOB. ITO CBOWCTBO 0OYCNIOBUNO U3yUYeHne
MMaTHMbGa Kak aHTUnponudepaTBHOroO areHTa npu
HeCKoJIbKUX 3aboneBaHusx, Bkaodas UIO. 121 naumeHT c
HefaBHO AnarHoctnposaHHbIM AJTO (< 36 mec) ¢ coxpaHeH-
How neroyHon ¢yHkumen (FVC — 55 %, DLCO — 35 %)
6bInn paHgomMusnpoBaHbl Bo Il dpase ana npuema 600 mr
MMaTUHMGa 1 pa3 B AeHb Unu nnauebo fo 96 Hepenb. He
YCTaHOBMIEHO CYLECTBEHHbIX PasAnYnin  ncciegyembix
rpynn no MepBUYHBIM W BTOPUYHBIM KPUTEPUAM OLEHKU
3¢ deKkTnBHOCTM Tepanuu. OCHOBHaA rpynna xapakTepunso-
BaslaCb BbICOKOW YaCTOTOM UCKITIOUYEHWIA U3 UCCNeJOBaHNA B
CBA3U C N060YHbIMK 3ddeKTamm npenapaTa.

Hedapmakonornueckasa Tepanus
KomnTteT pekomeHAyeT WCNONb30BaHNE HEKOTOPbIX
HedapmaKonormyeckrx MeTogoB neveHns y nauuertos c AJ10.

Bonpoc: JonmxHbl nn nayneHTbl ¢ IO 1 runokcemmen
B MOKOe NosyyaTb ANUTENbHYIO KNCTIOPOAHYIO Tepanuio?
HeT pgaHHbIX, KOTOpble HEMOCPEeACTBEHHO CBUAETENb-
CTBYIOT 006 3P PEKTUBHOCTU NPUMEHEHUS OKCUFeHOTepanumn
y naymeHToB ¢ WIQ. B ogHOM nccnefoBaHnM peTpocnek-
TUBHO CpaBHMBaslaCb BblXKMBAaEMOCTb B KOFOpTe NaLieHTOB
¢ N®, mHorme 3 KoTopbix (27 %) nonyyanu oKCUreHoTe-
panuio. B MynbTrBapuaHTHOM aHanuse He 6blno npope-
MOHCTPUPOBAHO MPEeNMYyLLEeCTB OKCUreHoTepanumu B OTHO-
LUEHWW BbIKMBAEMOCTU. ITO UCCNIeoBaHMe MIMMUTUPOBAHO
PeTPOCNEeKTMBHbIM AM3alHOM. VIMeloTcA orpaHuyeHHble
JaHHble, AeMOHCTpUpPYIoLMe ynyylleHne nepeHoCMMOoCTH
bur3nyeckon HarpysKkm y naumeHToB C rMroKcren B nokoe
npu NCNonb3oBaHUN Kucnopoda. Henpamble gaHHble ABYX
MacWTabHbIX PaHAOMU3MPOBAHHbLIX WCCIefoBaHWUA Npu
XPOHMYECKOM OOCTPYKTUBHOM 3aboneBaHWM Nerknx noka-
3a/1 ABHOE MPEeBOCXOACTBO AJINTENBHON OKCUreHoTepa-
nun. B 3Tux unccnepoBaHMAX WUCNONb30BaNNCH pPa3Hble
onpepeneHua runokcemun (Pa0, 55-65 mm Hg).
PekomenOayus: Mbl pekomeHAyeM WCMNOJSib30BaHue
ANUTENbHOW KncnopopoTepanuu B ieyeHnn 6onbHbix 1O
C KIMHMYECKM 3HAYMMOWN TMMNOKCceMmUern B nokoe (cTporas
peKkoMeHAauma, oueHb HU3KMIA YPOBEHb [JOKa3aTeNlbCcTaa).
3Hayumocme: ITa peKoMeHAaUnA NMeeT BbICOKOE 3Ha-
yeHue B CBA3N C AaHHbIMU, MOSTYYEHHbIMY NP APYTX XPo-
HUYeCKMX 3aboneBaHUAX IEMKMX U HU3KOE 3HaUYeHue, yuu-
TbiBas HeY[06CTBO A/1A MNALMEHTOB 1 CTOMMOCTb.
lMpumeyaHue: YneHbl KOMUTETa pas3fenuIncb No NoBoAy
onpeneneHns cubl 3To pekomeHpauun. Ectb onpepenex-
HaA cTeneHb HeACHOCTU OTHOCUTENbHO 6GanaHca Mosb3bl U
Bpeda Kak /1A naumneHTa, Tak U B OTHOLUEHWM CTOMMOCTMW.
PekomeHgaumA onpefeneHa Kak ctporas, yuntbisaa G1sno-
NOrNYECKyto LienecoobpasHoCTb, STUYECKMEe acneKTbl, CBs-
3aHHble ¢ leyeHreM 6e3 Kucnopoaa nauneHToB ¢ KINMHUYeC-
KW 3HAUMMOW rurnokcemuen B nokoe (06bIYHO onpegense-
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Mot Kak SpO, B nokoe MeHblue 88 %), a TaKkXe 3KCTpanosnu-
pya faHHble, nonyyeHHble y 60nbHbix XO3J1, Ha NaLmeHToB C
WI®. YneHbl koMnTETa He MOTYT OMpeAenuTb rpaHuLbl Spo,
NS NCMONb30BaHMA KUCIOPOAO0TEPANN, Ha AAHHbIA MOMEHT
3TO JOJKEH peLlaTb fevaluin Bpad. HenseectHo, npoanesa-
€T JIN KM3Hb OKCMreHoTepanusa MaumMeHTam, y KOTOpbIX
rMNoKCeMmA NOABASAETCA TONbKO Npu Gpr3NYECKON HarpysKe.
Tem He MeHee, MeIOTCA OrpaHNYeHHbIe AaHHble, yKa3blBato-
LLMe Ha TO, UTO Y 3TVX NaLMEHTOB C Ha3HauYeHeMm KCopoaa
yBeIMUMBAETCA AMCTaHUMA npu xoabbe. (Tonoca: 18 — 3a,
NPOTUB — HET, 4 BO3AepKanuncb, 9 OTCYyTCTBOBANN).

Bonpoc: [lomkHbl N COOTBETCTBYIOLWME MaLMEHTbI C
WJ1® nopBepratbCA neroyHom TpaHcnnaHTaumm?

MATUNETHAA BbIPKMBAEMOCTb MOC/E JIEFOYHOWN TpaHC-
nnaHtTauum onpegeneHa B 50-56 %. OpgHoueHTpoBoOe
nccnegoBaHue 46 nauyveHtos ¢ WO, HanpaBneHHbIX Ha
TpaHCMIaHTaUMI0 NIerkKMX, MoKasano YMeHbLUeHne PUcK
CMEepPTM B NATUAETHUI NEPUOL, Y NALMEHTOB, NOABEPILUNXCA
TpaHCnaHTaumn. [lononHuTenbHble faHHble NOATBEpPKAa-
IOT, UTO MaLMEHTbl C IeroYHbIM GMOPO30M, NOABEpPTLLMECA
NEroyYHo TpaHCNnaHTaumMm, UMelT NPerMyLLecTBO B ANU-
TENbHOCTN BbIXXMBAEMOCTUN MO CPaBHEHMIO C MaLMeHTaMu C
apyrumu 3aboneBaHnaMU. HeocTaTOYHO AaHHbIX AnA Tou-
HOro YKa3aHuA B KOHCEHCYCe TOYHOro BPeMEHY TPaHCMIaH-
Taumm, XoTA 6bINN NPeanoXeHbl KpUTeprm, OCHOBAHHbIE Ha
andody3noHHOM cnocobHOCTM M Temmnax MporpeccrpoBa-
HuA 3aboneBaHnA. HeACHO, MeeTCA U NpPerMyLLEeCTBO AnA
BbKMBAEMOCTN Y PELMMNUEHTOB MPU OJHO- WA ABYXCTO-
POHHEN TpaHCnaHTaLmnm.

PekomeHOayus: Mbl pekomeHZyem NPOBEAEHME TPAHC-
nnaHTaumm nerknx 6onbHoim ¢ AJ1®, KOTOpbIM OHa NoKa3aHa
(cTporas pekomeHAaLUmaA, HU3KNIN YpOBEHb fOKa3aTeNbCTB).

3Hayumocme: PekomeHaaLmaA NMeeT BbICOKMIA YPOBEHb
3HAaUMMOCTN B CBA3WN C JAaHHbIMK, MOKa3blBalOWKMMK Mpe-
MMYLLECTBO B BbIKMBAEMOCTU, U HU3KNA YPOBEHb BBUAY
CTOMIMOCTU 1 PUCKa CaMOli onepaLmm.

lMpumeyaHue: YneHbl KOMUTETA NPU3HAIOT, YTO CyLLeCT-
BYIOT pasnuuma nporpaMMm TpaHCNIaHTauuu Jerknx B
OTHOLUEHNM MOKa3aHWM N BpeMeHW B3ATUA Ha ydyeT AnA
TpaHcnnaHTauumn. MimeeTca orpaHnyeHna onybanKkoBaHbIX
pPeTpOoCneKTUBHbIX MCCIIEAOBAHNI NEFOYHONM TPaHCNIaHTa-
unm npu UWO. Hanbonee BakHO, UTO NonynAuMa nayueH-
TOB B 3TUX MCC/IeAOBAHMAX BKIIOYAET MALMEHTOB C ApYyru-
Mu dopmamm Gpnbpo3HOM 6onesHu nerkux. (fonoca: 21 — 3a
MCnonb3oBaHMe, NPoTUB — HeT, 1 Bo3gepxanca, 9 oTcyT-
CTBOBaNN).

Bonpoc: [JonxHbl 1 60nbHbIE C IErOYHON HE[OCTATOU-
HocTbto Bcnieactare WO nonyyatb MexaHMUYECKY0 BEHTU-
nayuo?

NmeeTca HeCKoNbKO HEGONbLINX UCCNenoBaHnA 3pdek-
TUBHOCTM MeXaHNYeCKOoW BEHTUAALMN y naumneHToB ¢ MO n
NIeroYHoN HeaOCTaTOYHOCTbIO, BCE OHU MOKa3blBalOT BbICO-
KYIO FOCMUTaNbHY0 CMePTHOCTb. Kputepumn BKIOYEHUA B
nccnenoBaHMAxX 6bIM Pa3NNYHBIMK, BMIOTb 4O BKIIOYEHUA
NauMeHTOB C NEeroyHom HeAoCTaTOUYHOCTbIO HEU3BECTHOWN
sTMonormei. PesynbTaTbl penpe3eHTaTMBHOIO MCCefoBa-
HUA 23 naymeHToB ¢ 1O 1 neroyHom HeaOCTaTOYHOCTbIO,
KOTOpPble HYXXOANNCb B MEXaHWYECKOW BEHTUAALMM, CBULE-
TeNbCTBOBaNM 0 96 % NeTaNbHOCTU FOCAUTANIM3UPOBAHHDIX

naumeHToB. EAMHCTBEHHDIN BbIXUBLUNIA NaLMEHT NOABEPrca
NErOYHON TpaHCNaHTaUUM CnycTa 6 4acoB nocie MHTy6a-
unn. CMcTeMaT3nPOBaHHbI 0630p pe3ynbTaToB NPUMeHe-
HUA MexaHNYecKoln BeHTUNAuMK y nauyuneHTos ¢ WO n pec-
NMPaTOPHON HEeAOCTaTOYHOCTbIO BbIABWII NOJOOHBIN Ypo-
BeHb cmepTHOCTU — 87 % cpean 135 cnyyaes.

PekomeHOayusa: BONbWUINHCTBO MaLMEHTOB C JIerOYHOM
Hef0CTaTOUYHOCTbIO BCneacTeue V1O He JOMKHO nonyyatb
MeXaHNYeCKYy0 BEHTUAALMIO, HO MeXaHu4yecKaa BeHTWUNA-
umMAa MoxeT 6bITb 060CHOBaHa y MeHbLen YacTu (cnabas
peKomeHaaLmaA, HA3KNI YPOBEHb AOKa3aTeNlbCTBa).

3Hayumocme: OTa peKoMeHAaLma NMeeT BbICOKYIO 3Ha-
YMMOCTb BC/IEACTBME BbICOKOW NeTaNlbHOCTU, Habntogaemon
B 3TOW MONyNALMK, N YMEHbLIEHNA HeOBA3ATENBHOIO CTpa-
JlaHnst 60NbHbIX.

lMpumeyarue: KNHALNCTbI OMKHbI TLWAaTENIbHO OLeHU-
BaTb KaXX4Oro naumeHTa 40 NPUHATUA peLleHna He NCMNOJb-
30BaTb MeXaHMYeCcKylo BeHTMnAUMo. Bcneacremne BbICOKOM
NneTanbHOCTW, aCCOLMUPOBAHHON C MEeXaHUYeCKOW BEeHTU-
nauven npu WO, 3ta Tepanua [OMKHA MCMONb30BaTbCA
TONbKO Mnocse obcyKaeHna ¢ naymMeHTamy 1 nnuamu, ocy-
LeCTBAALWMMM YXOA 3a HUMK. [TonyyaTb AN HET MexaHu-
YecKyto BEHTUIALMIO B 3TON CUTyaLumn — 3TO obpemeHsto-
llee pelleHne, KOTOpoe nyylwe MNpPUHUMATb NauneHTy,
Bpauy 1 uneHam cemMbK 3abnaroBpemeHHo (B ngeane — Ha
npeablayLiem Bu3nTe B KNMHUKY). HenHBa3nBHaA BeHTUNA-
LMA C NONOXKUTENbHbBIM JaBNEeHNEM MOXET ObITb NOAXoanA-
e y HeKoTopbIX MauneHToB. Mpu pepkmx obcToaTenbc-
TBaX, MeXaHWYeckas BEHTUNALUA MOXKeT OblTb MOCTOM K
NEeroyHom TpaHcnnaHtaumn. (Ffonoca: 2 — 3a MCNONb30OBa-
Hue, 19 — NpPoTKB, 2 BO3AePKaNnCb, 8 OTCYTCTBOBAJIN).

Bonpoc: JomxHbl N1 nauneHTbl ¢ WO nonyyats nerou-
HYyl0 peabunutaymto?

MporpamMmbl NeroyHol peabunuTaLmm BKIOYalOT a3po-
61Ky, TPEHUPOBKY HanpsaXeHuA U rnmbkoctn, obpasosa-
TeNbHble NeKUnn, U3MEHEHMNA PEXUMOB NMUTAHUA, MCUXOCO-
UmnanbHylo nopaep»kky. HegaBHo nerouHasa peabunutayms
nccnepoBanach y 60nbHbIX C UHTEPCTULManbHbIMK 3abone-
BaHMAMN Nerkux. [JBa KOHTpOnMpyembiXx MCCneoBaHuA
neroyHom peabunutaymm npu NJ1O nokasanu ynyuweHue B
ANCTaHUMKM npu xoabbe U CMMNTOMax KauyecTBa KWU3HMU.
MonoxunTtenbHble 3pdeKTbl NEroYHON peabunutaunm MoryT
6bITb 60NEee BECOMbIMM Y MALMEHTOB C UCXOZHO 6onee HK3-
KUM GYHKLMOHANbHbBIM CTaTyCOM.

PekomeHoayusa: bonblumHcTBo naumeHTos ¢ O gomnk-
Hbl IeYNTBLCA C UCMONb30BaHNEM JIEFOYHONW peabunmTauu-
eil, HO NerovyHas peabunuTaumns MoXKeT BbITb Helenecoob-
pa3Ha y MeHblMHCTBA (cnabaa pekomeHpauua, HU3KUNA
YPOBEeHb [l0Ka3aTesbCTBa).

3Hayumocmes: OTa peKkoMeHZaLMA UMeeT BaXKHOe 3Ha-
YyeHve BBMAY CpedHero ypoBHA [JoOKa3aTeNnbCTBa, AEMOHC-
Tpupylowero ynyuweHne ¢yHKUMOHaNbHOrO cTatyca u
MNCX0AA, N HN3KYIO BaXXHOCTb BBUAY CTOMMOCTM N HEN3BECT-
HOWN ANNTENbHOCTU MONOXKUTENbHOTO 3ddeKTa.

lMpumeyaHue: ONNTeNbHOCTb MO3UTUBHOIO BAUAHUA
NEroyHom peabunmrtaymm octaeTca HeACHOM. YneHbl KoMu-
TeTa NPU3HAIOT, YTO KOMMOHEHTbI JIEFrOYHON peabunutauun
MOFYT HY)KAaTbCA B Nepekporke Ana 3Ton nonynaumu
naumeHToB. (fonoca: 19 — 3a, NPOTUB — HET, 3 BO3depXKa-
NNCb, 9 OTCYTCTBOBANMN).

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2011, N2 3
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JIEYEHUE HEKOTOPbBIX OCJTOMKHEHUIA

M CONYTCTBYIOLNX COCTOAHUN

NmeeTca ycunmBalolleecs onaceHne OTHOCUTENbHO
OCJTIOXKHEHUIA 1 COMYTCTBYIOLLMX COCTOSHUI, acCoLMMpoBaH-
Hbix ¢ WJT®. 310 obocTpeHne WD, neroyHaa runepreH3us,
ractpoasodarafibHblii  pediokc, OXUpeHUe, 3MPU3EMa,
OBCTPYKTMBHOE COHHOE arnHo3. HensBecTHO, BIVAET NN Neye-
HVi€ 3TUX COCTOAHUI Ha Ucxog, HeT AaHHbIX, ONMPasch Ha KOTo-
pble, MOXKHO OblIs10 Obl fiaTb PEKOMEHAALIMN O NIEUEHUN OXKIMPE-
HIYA, SMdU3eMbl, 06CTPYKTVBHOrO COHHOTO anHo3 npu UJ1O.

Bonpoc: JomxHbl N1 nauneHTbl ¢ oboctpeHnem O
neynTbCAa KopTukoctepongammn?

XoTAa KopTukKocTepouAbl B BbICOKMX [03ax OObIYHO
Ha3HauatoTca Ana neyeHnsa oboctperna WO, HeT KOHTponu-
pyeMmbIX 1ccnefoBaHWUIA, MO KOTOPbIM MOXHO 6b110 Obl CyauTb
06 3¢dekTBHOCTU. LmknocnopmH A u aHTUKOArynaHTbI
TaKxKe ncrnonb3yloTca 6e3 ybeanTenbHbIX pe3yibTaToB.

PekomeHOayus: BonblUMHCTBO NauMeHTOB € obocTpe-
Huem WJIQ [omkHbl NeumTbca KOpPTMKOCTepouaaMu, XoTa
KopTMKoCTeponabl MOryT ObiTb HeLenecoobpasHbiMu y
MeHbLUe yacTn 6onbHbIX (cnabad pekomeHAauus, oyeHb
HN3KWI YPOBEHDb [JOKa3aTeNnbCTBa).

3Ha4umocme: JTa peKoMeHAaLUmnAa MMeeT BaXHoe 3Ha-
YeHrie BBMAY COOBOLEHNN 006 X NONOXNTENBHOM BAUAHUN
1 BbICOKOW cMepTHOCTM Npu ob6ocTpeHun UITO.

Mpumeuarue: Cneunduryeckmne pekomeHaaLMM OTHOCK-
TeNbHO A03bl, NYTU BBEeAEHUA, AINTENBHOCTN KOPTUKOCTe-
pougHON Tepanuu He moryT ObiTb AaHbl. Cooblanocb o
BBEAEHNN KOPTUKOCTEPOUAOB BHYTPUBEHHO JO 1 T B CYTKM
B HECKOMNbKMX CEPUAX C HEOOMbLLMM KONIMYECTBOM ClyyYaes.
(Tonoca: 14 — 3a ncnonb3oBaHue, 5 — npoTus, 1 BO3aep-
Xanca, 11 oTcyTcTBOBaNN).

Bonpoc: Hy»kHO N neunTb NEroyYHyio rmnepTeHsnto y
60nbHbIX ¢ MD?

MmetoTca orpaHnYeHHble AaHHble O JIeYEHWUW JIEFOYHOW
rmnepTeHsun (0ObIYHO OMpenenAeMoil Hannunem CpenHero
[aBneHVA NpK KaTeTepyr3aLMmn NpaBblx OTAENO0B cepaua bonee
25 MM pT. cT.). iccnepoBaHue ¢ eQUHUYHON 10301 BHYTPUBEH-
HOrO 1 a3P030JIbHOrO 3MonpocTeHosa y 8 6onbHbIx ¢ U3J1 (y
ofHoro 6bin UJT®) n neroyHon runepTeH3mnen nokasano ynyy-
LUEeHMe NTeroyHo reMOANHaMUKI, HO YBESTMYEHNE LLYHTUPOBa-
HVA 1 YXyALWEeHne oKcureHaumm. PesynbTaTbl peTpoCnekTMBHO-
ro UcciefoBaHuA, B KOTOPOM AJIUTENILHO MPUMEHANNCH MO-
NPOCTEHON BHYTPUBEHHO WM 603eHTaH opanbHO y 19 60nb-
HbIx M3/ (8 ¢ 1) n neroyHo runepTeH3nei, CBUAETENbCTBO-
Ban 06 yBenMuyeHUN AUCTaHLUW Npu Xxoabbe 1 ynyuweHnm
KauecTBa »KM3HU Yepe3 6 Mecaues. [NokasaHo, YTo egVHNYHaA
[o3a cungeHaduna ynyuwana neroyHyto remoamHammnky 6e3
YBENMYEHUA WYHTUPOBAHUA U yXyALleHNa okcureHaumu. [1ga
He6ONbLIMX HEKOHTPONMPYEMbIX MPOCMEKTUBHDBIX MCCefoBa-
HMA cungeHaduna y naumeHtos ¢ 1O 1 neroyHon runepren-
3Mel NoKasanu yBenmyeHne aUCTaHumMm npu xoapbe 1 neroy-
HOW reMoAvHaMUKK Yepes 8—12 Hepernb.

PekomeHOayusA: JleroyHasa rUNepTeH3ns He [OJKHa
neunTbca y 6onbwnHCTBA 6onbHbIX ¢ WD, HO nevyeHune
MOXeET OblTb Lieflecoo6pasHbIM Y MeHbLUMHCTBA (cnabas
peKoMeHAaLMA, OYeHb HU3KUI YPOBEHb [OKa3aTeNnbCTBa).

3Hayumocme: JTa peKoMeHZauusa NMeeT BbICOKOE 3Ha-
YyeHrie BBMAY CTOMMOCTU U BO3MOXHOCTM CMEPTU OT fleye-
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HUA, N OYeHb HU3KYK 3HAYMMOCTb BCNEACTBME HU3KOro
YPOBHA [OKa3aTenbCTBa, MNOATBEPKAAIOLErO BO3MOXHbIN
NONOXUTENbHbIN 3GGEKT Y 3TUX NaLMEHTOB.

lMpumeyarue: Y NaUMEHTOB C TAXKENOW U yMepPeHHOW
NEeroyHon runepreHsnen, OKYMEHTUPOBaHHOW NpW NpaBo-
XenynouKoBOW KaTeTepu3auum (To ecTb cpefiHee faBneHve B
NeroyHom apTepun 6onee 25 MM PT. CT.), MOXKET ObITb NMOKa3a-
Ha Basomopynupylollaa Tepanua (cnabas pekomeHpauus).
YneHbl KOMUTETa OCO3HAKT HEOOXOAUMOCTb MpPOBeAeHUA
LOMNONHUTESNbHBIX UcCnefoBaHUN 3$GEKTVBHOCTM Ba3oMoay-
nupytoLler Tepanum y 3Tmx 6onbHbIx. (fonoca: 8 — 3a ncnosnb-
30BaHue, 14 — npoTuB, 1 OTCYTCTBOBAJI, 8 BO3AEPKANNCD).

Bonpoc: [lomxeH nn neuyntbca 6eCCUMNTOMHbBIN racT-
po33odaranbHbi pedniokc y 60bHbIX ¢ NTO?

MaTonornyecknin KUCIOTHBIN racTpo33odaranbHblii
pedniokc (MP) wrpoko pacnpocTpaHeH y 6onbHbix ¢ IO,
6eccMMNTOMHbIN — 6onee Yem y MOSIOBUHbI OOMbHbIX.
MaTonornyeckunii IOP — pakTop pucka acnupaumu, (M3secT-
HasA MpUYMHa Pa3BUTUA MHEBMOHUTOB), MOXKET BbI3blBaTb
XPOHMYeCcKoe BocnaseHne ApixaTefbHbIX nyTen n ¢pnbpos.
PeTpocneKkTVBHbBIN aHanu3 ABYX ClyyaeB CBUAETENbCTBYET
0 cTabunusauun nerovyHom OQYHKLMM U YMEHbLUeHUN
notpebHoCT B Kuciopode Npu MefUuKkaMeHTO3HOM U
Xnpypruyeckom neyeHun MIP.

PekomeHOayus: beccMMNTOMHbIN FacTpo330daranbHblii
pednioKC AOMKEH NeUNTbCA MeIKaMeHTO3HO Y 60NbLINHC-
TBa 60nbHbIX ¢ O, HO neyeHne MoXKeT ObITb HeLlenecooob-
pa3HbIM y MeHbLMHCTBa (cnabaA pekomeHAaumsa, OYeHb
HU3KWI YPOBEHDb [l0Ka3aTeNbCcTBa).

3Hayumocme: 3Ta peKOMeHAALMNA UMeeT BaXKHOe 3Ha-
YeHwvie BBUAY NpefnosniaraeMoro nonoKutenbHoro spdekra
M HU3KOe 3HauyeHvie BBUAY CTOMMOCTM W MOTEHLUUaNbHO
MOBbILLIEHHOTO PYCKa MHEBMOHUM 1 OCTEONOpPOo3a Npu Tepa-
nuu, noJasnALLEeN KUCTOTHOCTb.

lMpumeyaHus: ITa peKkoMeHAaLMA He pacnpoCcTpaHAeTCa
Ha BO3MOXHOE JleueHne HeKUCIIOTHOro pedniokca 1 Xupyp-
rmyeckoe neveHue npv nomowm GyHpgonnmkauymn. JleueHve
natonoruyeckoro AP y nauyuerHtoB ¢ WID HyxpaetcA B
JanbHeriwem nydyeHun. (fonoca: 15 — 3a ncnonb3oBaHue, 8
— NPOTUB, HET BO3AEP KaBLLNXCSA, 8 OTCYTCTBOBaNN).

NAJUIMATUBHAA NOMOLLb

MannuatneHasa nomolb GOKycupyeTcAa Ha yMeHbLue-
HUM CUMMATOMOB K obecneyeHnn KompopTa MNaumeHTam.
Cneuyndunyeckummn Uenammn naaanaTMBHON MOMOLWM ABNA-
I0TCA 0CBOOGOXAEHME OT GU3NYECKOTO 11 SMOLMOHANIbHOIO
CTpafaHusA, ncuxosiorMyeckaa W OyxXOBHaA noAadepxKa
naumneHToB. Takad MOMOLb [OMKHA ObiTb VMHAMBMAYaNb-
HOW. YCuneHne Taknx CUMNTOMOB, KaK Kalleflb U OAblllKa,
ABMAETCA PACMPOCTPAHEHHBIM U TAXeNo NoaJaeTca neye-
Huto. OrpaHnyeHHble JaHHble MOKa3blBalOT, YTO KOPTUKOC-
Tepovabl U TanMAOMUL MOTYT MOAABNATb XPOHUYECKUN
Kawwenb npu UNQ. MNpu Taxkenon ofblllKke 1 Kallie BO3MOX-
HO NMPUMEHEHNE ONUAaTOB, MPY 3TOM AO/IKEH NPOBOAUTLCA
TLWATENbHbIA MOHUTOPVHI BO3MOXHbIX NMOOOYHbIX dddek-
ToB. ¥ BCcex nauneHToB ¢ WD, ocobeHHO y Tex, KTo NpuBs-
3aH K nocTenu, B ambynaTopHON NpaKTUKe AOMKHbI MprMe-
HATbCA COBPEMEHHbIe YKa3aHUA 1 MONOXEHUA NO YXoAay 3a
naumeHTaMmn B TEPMUHaANIbHOM COCTOSIHUU, HYXXHO Npeay-
CMaTprBaTb U XOCMMCHbIN YXOp,.
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MOHUTOPUHI KTMHNYECKOIO

TEYEHUA BOJIE3HU

MoHuTopUHr 605bHBIX UI1D HeobXxoamM AnA akTUBHOTO
BbIAABNIEHNA MaLUMEHTOB C MPOrpeccupoBaHveM 3aboneBa-
HUA, OLEHKMN YXY[LEHNA CUMMTOMOB U OKCMIreHauuu, onpe-
[eneHnNa xapakTepa pa3BuTMs 3aboneBaHUst UK OCSTOXKHE-
HWUI B CBA3Y C NleyeHneM. B qononHeHue, TuwiatenbHas oLeH-
Ka KINMHWYECKOro pa3BuUTUA Mosie3Ha A4f1A NMoMoLy naumeH-
Tam B MOHVMaHWM TeUYeHus X OONe3HN U CBOEBPEMEHHOW
WHMLMaLMM Hag/IeXallmx TepaneBTMYeCcKnX BMELLATENbCTB,
BKJII0UAsA peLleHie BOMNpoca O SIero4Hol TpaHCnIaHTauuu.

MOHUTOPUHTI NporpeccupoBaHnA 3aboneBaHnsa

MporpeccnpoBaHre 3a60neBaHNA MOXKET NPOABNATLCA
pecnupaTopHbIMU CUMNTOMaMW, yXyALIeHeM NokasaTenen
bYHKUMOHANbHbBIX JIEFOYHbIX TECTOB, MPOrpeccMpoBaHeM
¢unbpo3sa Ha KTBP mnu ocTpbiM pecnupaTopHbIM yXyLeHW-
eM. [pn oTCYTCTBUM [pPYrvX BUAUMBIX MPUUMH, Hannume
O[HOTO 13 ClepayoLWX U3MeHeHNI CBUAETENbCTBYET O MPo-
rpeccnpoBaHuy 6onesHu:

« Mporpeccupytowas ofblka (06bEKTUBHO OLleHEHHasA)

« IporpeccupyioLLee HenpepbIBHOE CHIPKEHWE, MO CPpaB-
HEHMIO C UCXOAHbIMK, aOCONMOTHBIX 3HaUeHun FVC

« porpeccupyioLLee HenpepbIBHOE CHIPKEHWE, MO CPpaB-
HEHVIO C UCXOAHbIMK, abcoNtoTHbIX 3HayeHuin DLCO (kop-
PEKTMPOBaHHbIX MO remMorioburHy)

* NPOrpPeCcCcUpPoBaHMNE, MO CPABHEHNIO C UCXOAHbIM COCTO-
AHneM, dpnubpo3sa Ha KTBP

- 0bocTpeHne

+ CMepPTb OT PeCcnUPaTOPHON HeJOCTaTOYHOCTN.

T napameTpbl 6bINKn pa3paboTaHbl UCXoAA U3 AaHHbIX
KIMHUYECKUX WKCCNefoBaHnin. XoTA nporpeccupyioLlas
OAbllliKa ABMAETCA BaXXHbIM CYOBHEKTUMBHbIM MOKasaTesem,
Heobxoanma ee 0OBbEKTUBHAA OLEHKA (Mpy MOMOLLM LKA
N3MEPEHNA OfbIWKK, OMNPOCHUKA YHuBepcuteTa CaH-
[wnero). Ha cerogHAWHWI feHb AaHHble HECKONbKMX KINHK-
YyecKMxX UCcnefoBaHU NOATBEP)KAAIOT TO, YTO M3MEHEHME
FVC Ha 10 % (c unun 6e3 conytcTBytowiero nameHexusa DLCO)
W U3MeHeHne abcontoTHbIX nokasaTtenen DLCO Ha 15 % (c
unn 6e3 conytctytolero n3meHeHuns FVC) asnaetca map-
KepoM pucKa CMepPTHOCTM B Cllyyae, ecsiv HeT ApYrux npu-
UYMH NpOrpeccMpoBaHus 3abonesaHna. MeHbLlune MO Ben-
unHe (5-10 %), HO nporpeccupyioLle 1N HernpepbiBHblE
n3meHeHna FVC Takxe MOryT CBMAETENbCTBOBATb O MPO-
rpeccupoBaHuy 6onesHn. YUneHbl KoOmMuTeTa He CMOTMU
onpenenntb abCcosoTHbIE MUHMMASbHbIE pPa3Mepbl 13Me-
HeHui FVC n DLCO, KoTopble 6bl onpeaensanu nporpeccu-
poBaHue 3aboneBaHNsA, OAHAKO M30/IMPOBAHHbIE M3MeHe-
HMA MeHee yeM Ha 5 % FVC n meHee yem Ha 10 % DLCO
[OMKHbI OLEHMBATLCA C OCTOPOMHOCTbIO. VI3MeHeHusA B
3TVX Npepenax BepoATHee BCEro MoryT ObiTb CBA3aHbl C
BapunabenbHOCTbio TecTa. B cpegHem, nporpeccnpoBaHme
60ne3HN MOHUTOPUPYETCA B Nepuof Ha NPOTAXeHnn oT 3
[0 6 MecALeB, HO CyLIeCTBEHHbIE N3MEHEHNA CMMIMTOMOB,
bYHKUMOHANbHbBIX U PEHTTEHONIOTMYECKNX NoKa3saTenen Ha
NPOTAXeHNM 6onee KOPOTKOro nepuoga Takke MoryT yKa-
3blBaTb Ha NPOrpeccnpoBaHne 6oMe3HN.

M3 BblleyKa3aHHbIX NapameTpoB, leroyHble GyHKLMO-
HaJsibHble TeCTbl Hanboee CTaHAAPTU3INPOBAHDBI 4J1A 0O bEK-
TUBHOIO MOHUTOPUPOBAHNA 1 OnpeaeneHuns Nporpeccupo-
BaHMA 6onesHun. [laHHble NOATBEPXKAAIOT, UTO NPorpeccupy-

ownii Grbpo3 BepeT K NOCTENEHHOMY CHVMXEHUIO MoKasa-
Tene NerovyHom OYHKUMM M YXY[LIEHUO CUMMTOMOB.
Mpynnbl CpaBHEHUA HECKONMbKMX MacWTabHbIX, paHAOMIN3U-
POBaHHbIX KOHTponMpyemMbix nccnegosaHun MO nokasa-
nn cpefHee exerofHoe cHmxkeHne FVC npnbnusutenbHo
0,2 n B nonynauuun naymeHToB ¢ WI® c He3HaumTenbHbIM U
YMEPEHHbIM MNCXOLHbIM HapyLUeHeM NeroyHon GyHKUun
Ha MOMEHT BK/toueHUA. CTeneHb CHUKEHUA Y KOHKPETHOro
naumeHTa WNPOKO Bapbupyer.

CHuxeHMe abcontoTHbIX nokasatenenn DLCO npwm
OTCYTCTBUU aNbTePHATUBHOIO 0OBACHEHWA cornacyeTca C
nporpeccrpoBaHnem 3aboneBaHnA, XOTA TaKoe CHUKeHne
TaKXe MOXeT OTpa)aTb M3MEHEHUA NeroYHoro KPOBOTOKa
B CBA3M C COMYTCTBYWOWEN JNEeroYyHon runepreH3nen.
YunTbiBaA Hally TeKyLyl TEXHWUKY, ANUTeNbHble n3mepe-
HUA Jpyrux Gr3nonornyecknx rnokasartenen (Hanpumep,
TLC, P(A-a)0,) 1 nokasatenu 6-MUHYTHOrO TecTa WMeloT
3HauuTeNbHble OrpPaHUYEHUA 1 B HacTosLlee BpPeMsA He
peKoOMeHAYITCA ANA PYTUHHOrO MPYMEHEHNA B MOHUTOPU-
poBaHuKM nNporpeccmpoBaHmna 3abonesaHna. OgHako MOHU-
TOPUHI AecaTypaLumn BO BpeMsa NpoBefeHnsa 6-MUHYTHOIo
TecTa noneseH y nauneHToB CO CHUMXEHHOW TOoNepaHTHOC-
Tblo K GM3nYECKol Harpyske ansa onpepeneHnsa Heobxoam-
MOCTU KNCIIOPOAHOW NOAAEPXKKN.

®usnonoruyeckne 3pdekTbl KOMOPOMOHOW MaToNorny,
Takol Kak aMmdr3ema, Ha MPOrHOCTMYECKoe 3HaUYeHne MoKa-
3aTeneli neroyHomn GYHKLUM HEACHbI, HO, BEPOATHO, OHW BHO-
CAT onpejeneHHble MOrpeLHOCTY. YneHbl KoMrTeTa NoOHUMa-
I0T, UTO HanMumMe BbIpaXXEHHOW 3Mdr3emMbl OTpULATENbHO
BNMAEeT Ha n3mepeHune FVC, n Takum o6pa3om, TONbKO n3me-
HeHnA FVC He moryT 6biTb HafIEXHbIMW MHAMKATOPaMM1 Npo-
rpeccmpoBaHuA 3aboneBaHuna B 3Ton cuTyauun. Mpu 3Tmx
00CTOATENBCTBAX MOXET ObITb NMosne3Hon KombuHauma FVC n
DLCO pgna onpepgeneHna NporpeccupoBaHuns 3abonesaHus.

YneHbl KOMUTETa PEKOMEHAYIOT AJIA PYTUHHOIO MOHU-
TOPUHra NpoBefieHre 3MePEHUIN B COOTBETCTBUN CO CTaH-
faptamu ATO/EPO. XoTA pYTUHHbBIA MOHUTOPUHI TeyeHusA
6onesHu onpefeneH B HTepBasie OT TPex O LeCT Mecs-
LeB, 4YacTb MaLMeHTOB C ObICTPbIM MPOrpeccrpoBaHrieM
WX OCTPbIM YXyALIEeHNEeM MOFYT He MoKa3biBaTb Nporpec-
CMpOBaHMe B TeyeHWe YMNOMAHYTOro WHTepBana.
OnTmanbHbIN BpeMeHHOW nHTepBan ana nostopenunsa FVC
1 DLCO ¢popmanbHO He nccnepgosanca. Heobxogmm rnbkmi
noaxod K MOHUTOPWHIY MporpeccupoBaHusa GonesHn c
MEHbLUMM NMOpPOoroM gna 6onee paHHero nostopa FVC un
DLCO npu Hannumnm nporpeccrpyiowen OabIWKA Unv gpy-
rMx CMMMTOMOB 6onee GbICTPOro NPOrpeccupPoBaHUA.

MOHUTOPVHI CUMNTOMOB YXYZALIEHNS

VipeHTdUKaLma NaumMeHToB C CUMMTOMaMM PeCNIMpPaTop-
HOro yXyAleHUs (OfbllKa) UMeeT BaxKHOe KIIMHUYECKoe 3Ha-
ueHue. MaumneHTbl, UCMbITbIBalOLLME PECMMPATOPHBIE CUMITO-
Mbl YXYALWEHWA, HY>KOAKTCA B ONPeaeneHni NporpeccupoBa-
HWA 6OJIE3HM, OLIEHKE OKCMIeHaLMN B MOKoe 1 Npu ¢prsnyec-
KOV Harpyske, Haanexallel AUarHoCTVKe BTOPUYHbIX OCIION-
HeHW (HanpuMep, pa3BuTHE FTy6OKOro BEHO3HOrO TPOMO03a
1 leroyHor améonuu). K Tomy e, ans HEKOTOPbIX MaLyeHTOB
MOET 6bITb MONE3HOW CUMMTOMATUYeCKas Tepanus. Miveetca
HECKOMbKO UCCIIejOBaTENIbCKMX CMOCOOOB A KONMYECTBEH-
HOro onpefeneHys oablwKy. BmecTe ¢ Tem HeACHO, UMeeT in
KaKoM-HWOY b 13 HUX KIMHUYECKYIO NPUrOAHOCTb.
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CTAHAAPTU AIATHOCTUKU TA NNIKYBAHHA

MOHNTOPUHT YXYyALIEHUA OKCUreHauum

Catypauua K1CcIopoaoM € MOMOLLbIO MYNbCOKCUMETPUN
[OJKHa ObITb M3MepeHa Y BCEX MaLMEHTOB B MCXOAHOM COCTO-
AHUM 1 NpU nocnepyowmx BusmTax. OBbIYHO AecaTypauus
HKe 88 % npu NPoBEAEHNN HOMUHANBbHOMO 6-TMMUHYTHOIO
TecTa ¢ XoaAb0OoW cuMTaeTCs NokasaHMem AN1a HasHaYeHUs KNC-
NIOPOAHON NoAAEPKKN. Takne n3mMepeHns HeobXoanMo Npo-
BOAWTb B HauyanbHbI Mepuog 1 B nociegylolwem yepes
3-6-mecAuHble nHTepBasnbl. DopmanbHoe KapanonynbMoHasb-
HOe Harpy3ouyHoe TecTUpPOBaHWE He VMeeT ornpefensatoLen
ponn 1 He peKoOMeHAOBaHO A1 PYTUHHOINO MOHUTOPVIHTA.

MOHUTOPVIHI OCNOXHEHMIA N CONYTCTBYIOLLNX

3aboneBaHun

Komop6uaHble COCTOAHUA, BKOYasn NIErOYHYIO rMnepTeH-
310, IETOYHYI0 MO0V, PaK NErkoro 1 3abonieBaHne Kopo-
HapHbIX apTEPUIA, KaK M3BECTHO, MOTYT HabntogaTtbes npu UITO.
HecmMoTps Ha To, UTo pa3BUTHE 3TOK NATONIOMN MOXET BIVSATb
Ha CMEPTHOCTb, POJIb PYTUHHOIO CKPUHIVHIA AfA OnpeaeneHns
Takmx 3abonesaHunin y nauneHTos ¢ WO (Hanpumep, exxeroa-
Haa KTBP gnsi HaOnofeHvst 3a pakoMm JIerkoro) Hem3BeCcTHa.
Takrim 06pa3om, pekomeHaaUMA Anist PyTUHHOTO CKPUHIMHIA He
MOXET ObITb IaHa. Y NaLMEHTOB C MporpeccupoBaHiemM 6ones-
HV MAEHTUOVKaLWA NEroYHOM rmnepTeH3nn MOXeT BIVSITb Ha
peLleHue O NIero4YHOM TPaHCMIaHTaLUN. DXoKaparorpadus He
TOUHa [N ONpeAeneHns IeroYHon reMoguHaMUKKA Y nauyieH-
TOB C JIErOYHbIM GUOPO30M 1 HE MOXKET ObITb HaEXKHON AnA
onpeaeneHnst HanMuKsa 1 TEKECTU NIEFOYHOW TUMNEPTEH3UN.
MNMoka3aHo, YTO YypPOBEHb MO3rOBOIO HaTPUIi-ypPeTMYECKOro
nenTnaa KOPPenupyeT C HaluuvMemM YMEPEHHOWN U TSKenol
NEroyHo rmnepTeH3n, HoO OH He MOXET BbITb OKOHUYATENbHO
YTBEPMAEH KaK MHCTPYMEHT CKpUHMWHIa. B HacTosALlee Bpems
1A NOATBEPXKAEHUA HaNNUMA NErOYHOW TMNepTeH3NN Heoob-
XOAVMa MpaBOXenyAoukoBas KaTeTepusauus. Mockonbky Y
HEKOTOPbIX MaLMEHTOB C COEAUHUTENIbHOTKaHHbBIM 3aboreBa-
HVieM (HanpyMep, MONoAble MEHLUMHbI) MOTyT HabsnoaaTbCs
NEroyHble U3MeHeHus, XxapakTepHble ana WO, po passutuAa
CUCTEMHOTO MOPAXKEHUSA, AOIPKEH NPefyCcMaTprBaTbCA Hagle-
MKalMiA CepONOrMuecknin KOHTPOsb COeAUHUTENIbHOTKAHHbBIX
3a6051eBaHUI Y TaKMX MALMEHTOB, €Y CUMMTOMbI HApacTaloT.
Jna nauveHToB C PECNUPATOPHBIM YXYALIEHNEM HYXKHO Mpu-
HUMATb BO BHMMaHME BO3MOXKHOCTb obocTpeHus WO wu
MbITaTbCA BbIACHUTb afibTEPHATUBHbIE 3TMOMOMAN OCTPOrO
YXy[LEHVs], Takne KakK JlerouyHas 3mO0sus, MHEBMOTOPAKC,
pecnupaTopHaa uHdeKums, acnupauua. bygeT Heobxopnm
MOHUTOPUHT OCIIOKHEHWIA, CBSI3aHHbIX C PpapMaKkoTepanueil.

byaywme HanpaBneHus

OTOT AOKYMEHT NPefCTaBnAeT TeKyLLee MoNoXeHve fen npu
KNHUYeckoM BegeHnmn WIT®, ocHoBaHHOM Ha fioKa3aTeNlbCTBax.
OH Hy»<paeTcs B [OMOMHEHVAX NPW NMOABEHUM HOBbIX AaHHbIX.
lMockonbKy AyiA PasfenoB AVArHOCTUKIA W neyeHnsa Obinm npeg-
CTaB/eHbI TOSIbKO BbIMOSHUMbIE PEKOMEHAALIMN, OCHOBAHHbIE Ha
[lOKa3aTenbCTBax, OyayLume nccnefoBaHya AOMKHDBI ObITb 6onee
nogpobHbIMU B Apyrvx paspenax (Hampumep, ectecTBeHHoe
TeueHre 60ne3HY, BrioMapKepPbl, MOHUTOPVIHT).

OnpepeneHne n anarHo3s WJIQ moryT HyxpgatbcA B
MoanduKauum npu AanbHerlem M3y4YeHUU natoreHesa

3aboneBaHua. Hanpumep, namepeHune pasHom sKcnpeccum
reHoB MOXET fiaTb HOBeNlwKe, cneundpmnyeckme ansa bones-
HU NaTTEpPHbI, KOTOPbIE YCUNAT CneLndnYHOCTb AMarHocTu-
KW, nnin mnpaeHTudnumnpoBaTb onpepeneHHble GeHoTUMbI
NI1O, nmetowme KNMHMYECKOE 3HaYeHMe.

MporHo3 npu WO octaeTca TpyAHbIM U OrPaHNYeHHbIM
B CBA3M C HEQOCTAaTKOM BCECTOPOHHUX OOCTUKEHWIN AnA
naeHTUdrKaumm MynbTmBaprabenbHbIX MPOrHOCTUYECKMX
mMopenen. Ycunua B 3ToM HamnpasieHU BeCbMa BaXHbl, OHI
JOSKHbI HAMOMHATL TaKuMe pasfenbl, Kak CTaguinHoOCTb 3ab6o-
neBaHUA M naeHTUOMKaALUA OOMONMHUTENbHbBIX KOHEYHbIX
Touek (To ecTb GUOMapPKepPOB) ANA KNMHUYECKUX NCCNeROoBa-
HUIA. YneHbl KOMUTETa NPUBETCTBYIOT UCMOSIb30BaHKe 60Nb-
LUKMX, XOPOLLO OMMCAHHbIX KOropT AnA 3Ton uenu. Hanpumep,
KOMOVHaLMA ManblX U3MEHEHUI B HECKOMbKUX $U3nonoru-
YeCKMX KOHEYHbIX Toukax (Hanpumep, FVC n DLCO) moxeT
nofTBepXaaTb nporpeccupoBaHue 6GonesHun. B 6yayuimx
NCCNeaoBaHUAX JOSKHA OblTb NOATBEPXKAEHA KIMHMYeCKas
3HAUMMOCTb MaJlblX U3MEHEHWN GYHKLMOHANbHbIX JIEFrOYHbIX
TecToB. [NoKa3aTtenu, NolyyeHHbIe NPY BbINMOAHEHUN TecTa C
LUECTUMMHYTHOWN XOAbOON (Takne Kak AMCTaHLMA, CKOPOCTb
xopabObl, Bpema [0 fecaTypaLn) TakKe Hy4aloTcA B JOMNos-
HUTENIbHOM UCCIIeAOBaHNN.

Heobxoanmbl AOMONHUTENbHbIE, BbICOKONO KauyecTBa,
NPOCMNEeKTUBHbIE KOHTPONMpyeMble KIUHMYECKMe nccnemo-
BaHVA HOBbIX TepaNeBTMYECKUX cpeacTs ansa neyenuna L.
YneHbl KOMUTETa MOJAratoT, YTo AJIA YCMELWHOro feyeHus
NNO® notpebytoTca KOMOMHaUUM nekapcTs, HanpasieHHble
Ha pas3fMyHble 3BeHbA MnaTtoreHe3a ¢ubponponudepalmm.
Bypywme kKnnHuYeckre nccnefoBaHUA JOMMKHbI cofepaTb
KOHEYHble TOYKM, MMEILME KINHUYECKYID 3HAUYUMMOCTb,
MCrosnb3oBaTb 6e3ynpeyHblii An3aiH NCCnefoBaHWA 1 CTa-
TUCTUYECKYIO METOLONIOTUNI0, U3yYaTb BANAHME BO3MOMHbIX
NPeBEHTMBHbIX Mep (Hanpumep, neyeHvie MIP), npeanona-
raTb KOMOMHaLMIO NoJaloLWMX Hafexay nekapcTs, paboTato-
WKMX Yepe3 onpefeneHHble MexaHM3Mbl. XOTA yBeNnnyeHne
BbIPKMIBAEMOCTU SIBNIAETCA BaXKHOW KOHEYHOW TOUKOWN nccne-
[IOBaHWI, CMEPTHOCTb He ABNIAETCA €AVHCTBEHHBIM KpUTEPU-
€M OLIeHKM, N0 MHEHWI0 ufieHoB KomuTeTa. [omKHbl ObiTb
TLWaTeNbHO BblOpaHbl KOHEYHbIE TOUKU Ana byayLmx nccne-
[OBaHNI, 6a3npPYIOLLMXCA Ha KIMHUYECKMX XapaKTeprCTmKax
nccnegyemMon nonynauum (Hanpumep, BbIPaXKEHHOCTb U
TAXKeCTb 6051€3HU, Hannume smdr3eMbl, TEFOYHON FMNepPTEH-
31K U T. A.) 1 uenu Tepanun. Heobxoamma auckyccna mexay
KNUHULMCTaMU-UCCNeAoBaTeNAMM U PErynaTopHbIMK Opra-
HamMy ONA OOCTVXKEHWA KOHCEHCYCa OTHOCWUTENIbHO KIHU-
YyecKol 3HAYMMOCTU N BaXKHOCTM KOHEUHbIX TOYeK B KINHU-
yeckux nccnegosanuax 10, HakoHel, Bbipa)kaeM Hagexay,
4TO B pe3ynbTaTe COTPYAHNYECTBA MEXAY yYeHbIMY B obnac-
T yHAAMEHTaNbHbIX N KNUHUYECKMX nccnefoBaHun oyayT
peanusoBaHbl Lenu: npuunHa WO, anarHocTrka 3abonesa-
HMA Ha JOKITMHNYECKNX U PaHHUX CTaAUAX, ynyylleHne Ncxo-
[a 3aboneBaHVA 1 KauecTBa XKM3HW, MPOSIOHrALMA XXNU3HN, 1,
B KOHLe KOHL0B, n3neyeHne . MepcneKTMBHbIMK ABNA-
I0TCA reHeTMYeCKne NCCefoBaHsA, NPeBEHTUBHaA N BOCCTa-
HOBUTENbHAA CTpATerus, BKIOYasa M3yyeHue TpaHCMIaHTa-
LW CTBOMOBbIX KNETOK M FeHHON Tepanuu.

ModzomossieHO K neyamu Ha pyCcCKOM A3biKe
0okmopom meduyuHckux Hayk C. Y. JlewjeHko
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