®re0Y BO «JOHELKUA rOCYAAPCTBEHHbIN

MEOUUUHCKWNIA YHUBEPCUTET» M3 POCCUU
KAPEAPA PAPMAKONTIOTUN U KNUHUYECKOM
PAPMAKONOMMU M. NPO®P. KOMUCCAPOBA WU.B.

GAPMAKOTEPANMNA CAPKONOO3A

NEFKNX

(MO POCCUNCKUM KITMHUYECKUM
PEKOMEHAALIMAM 2025 T.)

noarotTosu/in: AOUEHT KOHbILLEBA H.B.,
AOUEHT rANNAEBA 4.10.,
AOLUEHT CUAOPEHKO U.A.
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CAPROMAOS3

AB/IAETCA CUCTEMHbIM BOCMNaAUTEIbHbIM 3aboseBaHMEM
HEeW3BEeCTHOM NPUPOAbl, XapaKTepusyrLwmmeca obpasoBaHMem

HEKa3endUUMPYOLWNXCA TPAHYNEM, MY/IbTUCUCTEMHbIM CAPKOMRO03
nopa*keHnem c onpeaenéHHOM YaCTOTON BOBAEYEHUA (B3P00anE, IIET")
PA3/IMYHbIX OPraHOB N aKTUBaLUMein T-KNeToK B mecte

rPaHyNEMaTO3HOro BOCMNaNeHUA € BbiICBObOXKAeHem

Pa3/INYHbIX XeMOKMHOB U LUTOKMHOB, BKIOUYana paKkTop .

HeKpo3a onyxonu (TNF-anbda).
KnnMHunuyeckue npmusHakm capkongosa MHOroobpasHboi.

Yawe Apyrux opraHOB CapKoOUA03 NOpaXKaeTt IErKme u
BHYTPUrpyAaHble numdatuueckue y3nbol (80 90%
HabnoaeHui).

D86.0 CapKoupao3 NErkux.
PacnpocmpaHéHHOCMb capKkongosa B Poccnn nmeer
Bapuauum ot 22 o 47 Ha 100 TbiC. B3pOCNOro HaceneHuA.

KANHHAYECKME PEKOMEHAALIM




NATOFEHE3 U MOP®O/10IUA

CAPKOUOO3A ‘

OCHOBY UMMYHOINATOIEHE3A CAPKOU03A NNETKUX
COCTAB/AET PEAKUUNA TMNEPYYBCTBUTE/IbHOCTU
SAMEAOJIEHHOIO TUMNMA. MOP®O/IOTMYECKUM CYBCTPATOM

i CAPKOUAO3A ABNAETCA SNUTENNOUAHOKNIETOYHAA
w 4 TPAHYNEMA — KOMMNAKTHOE CKONMIEHUE MOHOHYK/IEAPHbIX
i ®ATOLUTOB — MAKPO®ATOB U SNUTENNOUAHDbIX KNETOK, C
HATUMUEM TUTAHTCKUX MHOTOAAEPHDbIX KNETOK,
AMMeoLUnUTOB U TPAHYIOLUTOB U1 BE3 HUX. MPOLECChHI
TPAHC®OPMALUUN U ANDODPEPEHLIMALIUU KNTETOK
PETYIUPYIOTCA ULUTOKUHAM — HUSKOMONEKYNTAPHbIMU
BEEIKAMW, NPOAYLIUPYEMbIMWU KNETKAMU UMMYHHOW

®UBPO3A.




K/imHuKa J1ieroyHor (popMsbl CAapKOHUA03a

bosb u duckomg@opm B rpyJHOU KJI€TKe - YaCThId U He0O'bsICHUMbIU
CUMIITOM - He UMeeT MPSMOM CBSI3H C XapaKTEPOM U 00'bEMOM U3MEHEHMUH,
BbIsIBJIsieMbIX Jlaxke Ha KT.B TeyeHHe Bcero akTUBHOTO neproia 00JIE3HU -
AUCKOMGOPT B 00J1aCTH CIUHBI, *KKEHUE B MEXKJIONATOYHOU 00J1aCTH,
TSDKECTh B IPyU. boJid MOTYT JIOKAJIM30BAaTbhCH B KOCTSX, MBIIILAX, CYCTaBaXx
Y He UMEIOT KaKUX-JIM00 XapaKTEePHbIX IPHU3HAKOB.

OdbiwKa 1ETOYHOr0 reHe3a (MHCIUpaToOpHasl, 3KCMPaTOPHAs UJIH
CMelllaHHas ) - IpU3HaK HapaCTaKIUX PECTPUKTHUBHBIX HAPYIIEHUU U
CHYXKeHUS AU PPY3MOHHOM CIOCOOHOCTH JIETKUX. BOJIbHbIE XapaKTEPU3YIOT
OJIBIIIKY KaK YYBCTBO HEXBATKU BO3/IyXa.

Kawesb npu capkou103e 00bIYHO CYyX0U. [IpU yBeJIMYeHUU BHYTPUTPY A HBIX
JUM@PaTUYECKUX Y3JI0B OH MOXKET ObITh 00YCJIOBJIEH CHHAPOMOM C/IaBJIEHUSI.
Ha no3HUX cTagusx — 3TO CAeICTBUEM OOIIMPHBIX HUHTEPCTUIHAIbHBIX
M3MEHEHUH B JIETKUX UM (pefKO) — MOopa*KeHus IJIEBPBI.



CAPKOMAO03 OU3SNKAJIbHOE OBC/IEAOBAHUE MNMPU
—— NETOYHOM CAPKOUAO3E

numdbarnueckune
y3nbi

*  MOMKET He BbIfIB/IATb IEFTOYHOM NAaTO/IOTUK AaXKe NPU BbIPAXKEHHbIX
N3MEHEHUAX Ha PEHTreHOrpamMmax OPraHOB rPYAHOWN K/IETKM.

* [pu nanbnayum moryT 6bITb BbiiBNIEHbl 6€360/1€3HEHHbIE, MOABUMKHbIE
yBe/InYeHHble nepudepunyeckme nnmdatnyeckue y3nbl (Yawe WernHble),
a TaKXXe NOAKOXKHble yn/I0THeHUA — capkouabl apbe-Pyccn.

* CreTo-aKycTUUYECKMe naMmeHeHua BCTpeyatoTca npumepHo y 20%
60/1bHbIX CAPKONA030M. ABHblE NPU3HAKM AbIXaTe/IbHOM
HeA0CTaTOYHOCTU BbIABNAKOTCA CPAaBHUTE/IbHO peaKo, KaK Npasunao, npu
Bblpa*KeHHbIX MHEBMOCKNEPOTNYECKMUX NU3MEHEeHUAX B cTaguu V.

* [biIxaTenbHaa HeAOCTAaTOYHOCTb He 06A3aTENbHO ABNAETCA CAeACTBMEM
nopa)eHna cobCTBEHHO NETKUX, a TMMOKCEMMEN, TpebytoLen
BEHTUNALNOHHOM NOAAEPKKM NPU HEMPOCAPKOMA03Ee NN BCAeACTBME
NOpPa*KeHMA CapKONA030M MYCKYNaTypbl.



®YHKIIMOHAJBHBIE UCCJEIOBAHUS MTPU
JETOYHOM CAPKOMJIO3E

1. OBA3ATE/IbHbIM U AOCTATOYHO MHOGOPMATUBHbIM METOA0OM
ABNAETCA C[TMPOMETPUA ®OPCUPOBAHHOTIO BbIJOXA C
ONPEAENEHUEM
* OBbEMOB (®XEN, OPB, N UX COOTHOLLEHUA O®B,/PIKEN%) U
OBbEMHbIX CKOPOCTEMU — MUKOBOM (NOC), U MTHOBEHHbIX HA YPOBHE
25%, 50% W 75% OT HAYAIA ®OPCUPOBAHHOTIO BbIAOXA (MOC,.,
MOC,, U MOC,.) U
* CPEOHEN OBbEMHOW CKOPOCTU HA YYACTKE OT 25% [0 75% ®XEN
(COC,; ;5). CNMPOMETPUIO CNELYET MPOBOAUTDL HE PEXKE 1 PA3AB 3
MECALIA B AKTUBHOMN ®A3E NPOLECCA U EXXEFTOZIHO NPU
NOCNEQYIOLLEM HABNKOAEHUMN.

2. U3SMEPEHUE NP DY3UOHHOU CTOCOBHOCTU JIETKUX METOA0M
OAMHOYHOro BAOXA NO OLEHKE CTENEHWU NOMMOLLLEHUA OKUCH
YINMEPOJA (DLCO). 3TA METOAUKA OBbIYHO AOCTYMHA B
NYIbMOHONOMMYECKUX TN AUATHOCTUYECKUX LLEHTPAX.



OYHKLIMOHAJNDBHDLIE 7
MCCNEAQOBAHMA NPU NErNOYHOM
CAPKOMOO3E

[Ipu craguu | B TeUEeHHUE ANTUTENBHOTO BPEMEHU COCTOSTHUE

OOJIBHBIX C MPOTPECCUPYIOIIMM CAPKOUI030M PA3BUBAIOTCS
PECTPUKTUBHBIC HAPYILICHUS, OJHAKO IHAO0POHXHAJIBHO
PACIOJIOKEHHbIE TPAHYJIEMBI MOT'YT IPUBOJAUTH K
Pa3BUTHUIO HEOOPATHUMON OPOHXMAJIBLHOU OOCTPYKIIUH.
Ty HapylIeHU HE UMEET CTPOTOM KOPPEIIALUU CO CTAUE
capkongo3a (3a uckiaodecHueM craguu V).
PecTpukTUBHBIE U3BMEHEHUSA IIPU TPOTPECCUPYIOIIEM
BHYTPUTPYTHOM CapKOMI03€ 00YCIIOBJIEHBI MPEXKE BCETO
HapacTarmuM GUOpPO30M JErOYHON TKAHU U

(GOpPMHUPOBAHUEM «COTOBOTO JIETKOTO.



OYHKLIMOHAJNBHDLIE
MCCNEAQOBAHMA NPU NNIETOYMHOM
CAPKOMAOO3E

1. O6cmpyKmueHbIl CUHOPOM Ha PAHHUX CTAAMNAX NPOABAAETCS
CHUXKeHuem TonbKko MOC,.. [TpumepHO y NoN0BUHbI 60NbHbIX BbIBatOT
cHnxeHbl MOC.; 1 MOC,; B codeTaHun ¢ noHukeHnem DLco.
Knaccuueckasa npoba ¢ 6GpoOHXONUTUKOM KOPOTKOro AenucTBuma y
60nbHbIX capKouao3om otTpuuatenbHan, npumeHeHune CKC He
YyAydlLUaeT oTBET Ha OPOHXONUTUK. [MNeppeaKTUBHOCTb OPOHXOB,
NOKa3aHHaa Npobon ¢ MeTaxo/IMHOM, 4YaCTO CONPOBOXKAaET
3HA0OPOHXNANbHBIN CapKOUAO3.

2. CHuKeHue XKEN (DPXKEN) npn nccneposaHnm B AMHaAMUKe YKa3biBaer
Ha He06X0AMMOCTb aKTUBHOM TePaNMn UAN KOPPEKL UMK
NPOBOAUMOTO JIeYeHUA.




PEHTTEHONOIMMYECKAA KAPTUHA NEFKUX

MPU 1-4 CTAAUAX NETOYHOIO
CAPKOUAO3A

Stage Il

Stage 11l Stage IV




JIEKAPCTBEHHAA TEPAINMUA NNEFrO4YHOIo
CAPKOMOO3A

PekomeHAaoOBaHbI ABe NPUYUHDbI ANA HaYaNa AaKTUBHOM NaTOreHeTU4YeCcKou Tepannun
CapKoungosa.
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Yrpo3a pa3BUTUA HeJO0CTaTOYHOCTU OPraHOB U CUCTEM
Yrpo3a *KU3HU UK NoTEPS KayecTBa XKU3HW.

Llenblo neyeHunna capkonaosa ABAAETCA NpeaynpeXKaeHue uam ymeHblueHue
nospexaeHua, obaneryeHMe CUMNTOMOB U YyulleHUe KauecTBa }KU3HU NaLUeHTOoB.
Bo Bcex c/ly4asx OCHOBHOM TaKTUKOM Bpaya SBAAETCA CONOCTaBaeHne HeobxoammocTu
Ha3HauYeHUA 1eYeHUA C TAXKECTbIo NocNeACTBUNA OT NPUMEHEeHUsA CoOBpeMeHHOM
KOPTUKOCTEPOUAHOM, LLUTOCTAaTUYECKOU U Bronornyeckoi («TapreTHon») Tepanum.

Bce cywectsyrowme Cxembl ABNAKOTCA PEKOMEHAATE/IbHbIMU, U B KaXKAO0M C/ly4Hae
neqam,mﬁ Bpa4 6epéT Ha cebs O6OCHOBaHHYI-O 3HAHUAMU OTBETCTBEHHOCTb 34
Ha3Ha4eHHOE Ne4YeHUE.

ITUOTPOMNHOM Tepanunum capkomnaosa He cyLllecTsyer.



JIEKAPCTBEHHASA TEPANMMA
JIEFOMHOIo CAPKOMAOO3A

* [pynnbl npenapaToB, UCMOJIb3yeMbIX B TEpanum capKomaosa

* KopTtukocrepouabl cuctemHoro gemcrema (MpegHn3onoH,
MeTnnnpeaHn3o/oH)

AHTUMeTabonutbl (MeToTpeKcar)

*  MmmyHoaenpeccaHTbl (A3aTmonpuH, MIMapokcmxnopoxmH, MukodpeHonata
modetun, lebnyHomuma, Unknopocpamna)

*  WHrubutopbl paktopa HeKpo3a onyxonu anbda (PHO-anbda)
MeHToKCUPUNANH, UHOANMKCMMab, Agannmymab.

* HecrtepouaHble NpoOTUBOBOCNANNUTE/IbHbIE U NPOTUBOPEBMATUUYECKUE
npenapatbl (Npy HaAnMyMn 6oneBoro cMHAPOMA, Npu cnHapome J1édprpeHa) -
NHaoomeTauuH, AvknodeHak, MbynpodeH, Humecynng, ITOpUKOKCHO.
UHrMburtopbl npotenHKnHasbl — HMHTegaHnb, Anbda-Ttokodepona auerar
(BuTamuH E).
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JNIEKAPCTBEHHASA TEPANMMA
JIEFOMHOIo CAPKOMAO0O3A

[Ipu Mopdonorudecku BEpU(PpUIUPOBAHHOM JUArHO3E CAPKOU103a, OTCYTCTBUH
YIPOXKAOILIETO KU3HU COCTOSIHUS, CHIDKEHUS (DYHKIIMIA OPraHOB M CUCTEM,
OYE€BHUIHBIX TAHHBIX 32 OBICTPOE MPOTPECCUPOBAHUE 3a00JICBAHUSA
PEKOMEHAYETCS AKTUBHOE HAOJII0IEHHE C OIICHKOM COCTOSHUS Yepe3 3 Mecsla.
IToCKOIBKY YacTOTa CIIOHTAHHBIX PEMUCCHI BBICOKA,

* OeccMMNOTOMHBIM OOJIBHBIM C | cTanuel capkouao3a JieueHue He OKa3aHo.

* 0eccuMIITOMHBIM 00JIbHBIM ¢ capkonao30M II u III craguu npu Jérkux
HApyIeHUAX PYHKUHUHU JETKUX U CTAOMIBLHOM COCTOSHUHU PEKOMEHAYIOTCHA
aJ1b(Pa-ToropepoJi, NeHTOKCUPUIIMH.
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NMPENAPATbBI, KOTOPBIE

NMPUMEHAIOTCSHA NPU IEMEHMMU

CAPKOMOO3A

OCHOBHbBIE
J103UpOBK MOHUTOPUPOBAHU
[Ipenapat A HeXeJlaTesbHbIe o
peakiuu
0,6-1,2rB
- TowmHOTA, CJ1AOOCTH, Het
[leHTOKCMUIIN |CYTKH Ha 3
) HapyLIEHHUS CHa, crenyuQuyeCcKux
H PUEMa, 6- .
IUCIIETNCUSA OKa3aHUU
12 mec.
Annepruyeckue
200-400 P
peakIuu, TpoM003,
MT B
TPOMOO(DJIEOHT, Het
Anbda- CYTKH, 10
TPOMO03MO0IHSA crenuQuyecKux
TOKO(EPO.JI BpEMEHHU . )
e JIETOYHOU apTEePUH, OKa3aHUU
TUNEPX0JIeCTEPUHEMUS
OrpaHUAYeH

, ToBbIlieHue KOK




JNIEKAPCTBEHHAA TEPANMMA JIEFOYHOIQ,
CAPKOMOO3A

IHenTokcudunaun (tadaerku 400 mr u 600 Mr). BausiHue neHTOKCUPUIIIIMHA
Ha MOBPEXKJICHUE JIETKUX ITOKA3aHO 34 CYET €r0 MHTMOMPYIOIIEro
BO3/1eHCTBUSA HA OKUCJIUTEIbHBIA CTPECC, THMOKCUIO M ayTodaruw. OH
nocroBepHo cHukaeT ypoBHu PHO-anbda u C-peakTUBHOIO 0€JjIKAa.
PexoMeHyeTcs B cCOY€TaHUU C BATAMUHOM E Wi B BUAE MOHOTEpANUU B
cyrounou n103¢ 400-2000 Mr He MeHee 6 mecdleB. HexenarelnbHbIe SIBICHUS
(paccTpoiicTBa CO CTOPOHBI XKEITYI0UYHO-KHIIIEYHOTO TPAKTa, CI1a00CTh,
roJIOBHAs 00JIb, HAPYIIEHUE CHA) HOCST HETSHKENbBIM, HHOTAA IMPEXOAAIINN
XapakTep, Yallle pa3BUBAIOTCS B IIEPBBIA MECSL] €r0 MPUMECHEHUS.

Auabpa-Toxkodeposa aunerar (Buramul E) (kancynsr 100 mr, 200 mr u 400
mr). Jlo3za Buramuna E 200-400 mr 2 pa3a B CyTKH 00IIeH
IPOAOJKUTEILHOCTBIO TEpAMK HE MEHEe 6 MECSIIEB oKa3aia ce0s
3(phEeKTUBHBIM M OE30I1aCHBIM METOJIOM JICUCHHSI BHOBb BBISIBICHHOTO
capKouj103a 0€3 BhIPAKEHHBIX ITPU3HAKOB MporpeccupoBanus. [Ipenapar
PEKOMEHI0BAH OJTHOBPEMEHHO C JIPYTMMHU MpEraparaMu, B TOM YUCJIE C
cucteMHbIiMA CI'KC aJ11 CHMKEeHHM Sl OKCUAATUBHOIO cTpecca. Bo3MOXHBI
aJJIEPriY€CKUE PEAKIIUU.



JIEKAPCTBEHHASA TEPAINMAUA -
JIEFTOYMHOIo CAPKOMAOO3A

Hecreporaapie MpOTUBOBOCIIAIUTEIILHBIE U
IIPOTUBOPEBMATHUECKUE TIPETIapaThl
PEKOMEHAYIOTCS, KaK IIPOTUBOBOCIIAJIUTEILHBIE
areHTHI IPHU OCTPBIX (POpMaxX CapKOM103a HU/HUIIU
apTpUTax MPU HAITUYMH BhIPAXKEHHOT'O 00JICBOIO
cuHapoMa. J103upyroTCs COMIaCHO HHCTPYKIIUH.
JITuTenbHOCTh IIpUéMa OOBIYHO ONPEACIISICTCS
CUMIITOMAaMHU.




JNIEKAPCTBEHHASA TEPANNMA JNIETOYHOIo
CAPKOUOO3A 16
FrNMIOKOKOPTUKOCTEPOMAObI

Nuransauuonnsie I'KC (MI'KC)

MOKHO OIPUMEHSTh Y NALUEHTOB C BHIPAKCHHBIM
KallJIEBBIM CHHJIPOMOM U JOKa3aHHON OpPOHXHAIbHOU
TUIIEPPEAKTHUBHOCTBIO.

Coueranue UT'KC ¢ OpoHXOJIMTHKAMHA
(agpeHepruuecKue CpeacTBa B KOMOMHAIIUM C
IJIFOKOKOPTUKOMIAMH WY APYTHMH IIperapaTaMu,
aIpEHEPrUYE€CKUE CPEICTBA B KOMOMHAIIAM C
AHTUXOJUHEPTUUECKUMU CPEICTBAMU, BKJIOUAs TPOMHBIE
KOMOMHAIIMK C KOPTUKOCTEPOUAAMH) PEKOMEHyeTC s
TOJIBKO IIPH J0KA3aHHOM 00pPaTHMOM I10CJIe
OpPOHXO0JUTHKA KOPOTKOI0 1eUCTBUSA
OpPOHX000CTPYKTUBHOM CHHIAPOME WM IPH
CONYTCTBYKOIIEM OPOHX000CTPYKTHBHOM 3200/ 1€ BAHU M.



vNUYIEAUVOA

JNIEKAPCTBEHHAA TEPAINUA JIETOYHOI'o
CAPKOMOO3A 17
CUCTEMHBIE NIOKOKOPTUKOCTEPOMAODbI

OcHOBHbIE
IIpenapar Jlo3upoBka HexKeJ1aTeJIbHbIe  MOHMTOpUpPOBaHUE
peakuuu

- Crepouanblii
auaoer,
ApTrepuaiibHoOe
3-40 Mr B CYTKH aprepuajibHas
HaBJIeHHE, Macca
He MeHee 12 mec.  rumepreH3us,
. (MJIM aHAJIOTH B TeJa, TJII0K03a U
yTPOM PEr 0S yBeJIMYEeHHUE MACCHI
103ax,

JIUIIMAHBIN CIICKTP
Ilyabc Tepanus 1 r Tejia, karapakra,
KBHUBAJEHTHBIX KPOBH, IVIOTHOCTD

) B CYTKHM 3 IHA (MJIM IJIAyKOMa,
MPEeAHU30JI0H
P y 3 1HdA Yepe3 IeHb) OCTEOoIopo3,

I'HIIECPXO0JICCTCPUHE
MU

IIpeaHu30/10H

KOCTEeH, OCMOTP
oraabmMoJI0TA



JIEKAPCTBEHHAA TEPANMUA
JIEFTOYMHOI'O CAPKOMOO3A
CUCTEMHDIE
rMIOKOKOPTUKOCTEPOMADI

IIpennu30.10H (Ta0JEeTKH 5 MI) Ha3HaYaeTcs B HayaJabHo# n03e 0,3—0,5 mr/kr/cyrkn Ha 2—3
Mecsia.

Hauoouiee npeanoururebHbIM JIIT u3 rpynnsl CI'K aBasiercs

MeTuanpeaHu3oi0H (TadjaeTku no 4 mr, 16 mr, 32 mr), odJ1aga0mu MeHbILEH 10 CPABHEHUIO C
NMPeIHU30JI0HOM MHUHEPAJTOKOPTUKOU/IHOM AKTUBHOCTHIO.

HavyaiabHas 103a MeTHJINpPeaHU3010HA cocTajsieT (,2—0,4 Mr/Kr Mmacchl Teaa. Y MAUEHTOB C
HapylieHueM (YHKIMH JEerKUX WIH IPYTHX OPraHoB 1032 METHJIPEAHN30/10HA
(MpeaHn30/10HAa) MOKET OBITh CTAPTOBO yBeauveHa 10 1,0 mr/kr/cyrku Ha 1 mecsil.

Jo3a CI'KC, B TOM 4ncJ/ie B CTOPOHY YBeJIMYEHUS, MOKET ObITH IIEPeCMOTPEHA HA OCHOBAHUU
JAUHAMUKH PEeHTreHoJorudeckux Aanubix mo pesyasraram KT OI'K, koropas BeInoJiHsIeTCH
Kaxkable 3 Mecsilia B TeYEeHHe NMEPBOro roaa Je4eHusl.
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JIEKAPCTBEHHASA TEPAINUA NErO4YHOro CAPKOMAao3A
CUCTEMHBIE NMIIOKOKOPTUKOCTEPOUDI

HauuHas ¢ yeTBepTOro MecsIa mociae KOHCTATUPOBAHUS TTOJI0KUTEIHHOM
KJIMHUYE€CKOM U PEHTTE€HOJIOTUYECKOW JTUHAMUKYU MPU COXPAHECHUN KOHTPOJIS Hal
CUMIITOMaMH U OTCYTCTBUEM IIPOTrPECCUPOBAHUS O0OJI€3HU J103Yy IIPEIHU30I0HA
CIEIYET IMOCTEIIEHHO CHUYKATh B T€YEHUE 2-3 MecsleB (Ha 2,5-5MT ¢ HHTEpBaJlaMU B
3-5 AHEH) 10 COOTBETCTBYIONIEH moaaepkuBaromieii (o0brano 10-15 Mr/cyr). , T.e.
caMOl HU3KOM J03bl, KOTOpasi KOHTPOJUPYET aKTUBHOCTH 3a00j1eBaHus. OO01mas
IIPOJIOJIKUTEIBHOCTD Kypca HE MeHee 12 MecsIes.

[IpyuMeHsABIINECS paHEE HHTEPMUTTUPYIOIIHUE PEKUMBI NOAACPKUBAIOIIECH TEPATUH
CI'KC He uMmerT npeumyiiecTB B 3(PHEKTUBHOCTHA U OE30IIACHOCTH, ITIO3TOMY HE
MOT'YT OBbITh PEKOMEHI0BAHBI.

Het yOeauTeIbHBIX JAHHBIX, JOKA3bIBAKOIIUX, YTO NpuMeHeHue CI'KC
yJAY4IIAeT OTAAJIEHHBbIN MPOTrHO3 KU3HHU MALUEHTOB C CAPKOU/T030M, YMEHbIIAET
BEePOSITHOCTH pa3ButTusa ¢puodpo3a.




JIEKAPCTBEHHAA TEPAINMUA JNIETOYHOIo
CAPKOMOO3A
CUCTEMHBLIE NMIOKOKOPTUKOCTEPOUADbI

[Tpumenenne CI'KC MOXeET CONpOBOXKIATHCA CEPHE3HBIMU HEXKENATEILHBIMU SABJICHUSIMU,
TaKUMU KaK MOBBIIICHUE apTEPUAIIBHOTO JIaBJICHUSI, TTOBBIIIIEHUE YPOBHS caxapa B KPOBH,
YBEIIMYECHUE MACCHI TEJIa, OCTEONOPO3, PA3BUTHE HAAIMOYCUHUKOBON HEJIOCTATOYHOCTHU. Eciu
pa3BUBACTCA UHIYIIUPOBAHHBIN KOPTUKOCTEPOUIAMHU CUCTEMHOTO JEUCTBUS OCTEOIIOPO3,
PEKOMEHIYETCSl TPUMEHSTh OUC(HOCHOHATEHI C LIEJIbIO €0 JCYEHUS U MPOPUITIAKTUKHA TEPETOMOB.

AussrepHaTtuBoit jedeHust CI'K, korma oHM HE KOHTPOJIUPYIOT T€UEHUE 3a00eBaHus (pEUINB
capkounio3a nocie noiaHoneHHoro kypca CI'KC), umerorcest cepbE3HbIE COITYTCTBYIOIINE
3a00JIEBaHUS TSHKEIOTO TEUCHUS (CaxapHbI TUA0ET, O)KUPEHUE, apTEpUAIbHAS] TUIICPTECH3US,
OCTEOIIOPO3, INIayKOMa, KaTapakTa, i3BeHHask 00JI€3Hb) WK PAa3BUBAIOTCS TAKEIbIE TOOOYHBIE
peaKkMi HENEPEHOCUMOCTH. PEKOMEHIOBAHKI MMPenapaTbl BTOPOM JJUHUM, CPEIU KOTOPBIX
MPEANOUYTEHUE OTHAETCA METOTPEKCATY.

IIpenaparsl BTOpo# JMHUN 00J1aal0T AaHTHIIPOJIMpepaATUBHBIM, HMMMYHOMOYHPYIOLIAM U
NMPOTHBOBOCIAJIUTEITHBIM JIEUCTBUEM.



JIEKAPCTBEHHASA TEPAINUA NErOYHOro CAPKOMAOoO3A. <t
NPENAPATbI BTOPOM JIUHUM
MUMMYHOLOENPECCAHTDBI, KOTOPBLIE NPUMEHAIOTCA NPU JIEMEHUM
CAPKOMOO3A

IIpenapar Jo3upoBka OcHOBHBIE HexKeJIaTeJbHbIC PpeaKIu MounuTopupoBanue

OO1mmMii KITMHUYECKUI aHaIU3 KPOBH,
(GbyHKIIMOHATBEHBIE TPOOBI TICUCHU U TIOYEK
N3MeHeHns B KpOBH, T€MATOTOKCUYHOCTh,  KaxKable 1-3 Mecsua, 1y4eBoe

MeTtoTpekcar 5-20 mr 1 pa3 B Heento, A0 2-X JIeT . .
¢bubpo3 nE€rkux oOcnenoBanue NErkux. 1 pa3 B HEACIIO
yepes 24 yaca nocie npuéma MeToTpeKcara
5 Mr ¢ oIMeBOM KUCIOTHI BHYTPb.
I'mppoxcuxJiopoxu Hapymenue 3peHus, U3MEHEHHUS CO Kaxnpie 6-12 mecsueB ocMoTp
200-400 mr B CyTKH
H CTOPOHBI IEYEHU U KOXKH odTanbmoiora

Hapymenue 3penns, n3MeHEHUS CO
Py P ’ Kaxpie 6-12 mMecsieB 0cMOTp

XJ10poxuH 0,5—0,75 mr/kr/cyt CTOPOHBI IEYEHU U KOXKH (Yalle, 4uem
odTampMosora
THIPOKCUXIIOPOXUH)
OOmmii KITMHUYECKU aHaIN3 KPOBH,
A3aTHONPUH 50-200 mr B cyTKH Co croponsl cucteMbl KpoBU U JKKT GbyHKIIMOHATBHBIE TPOOBI TIEYCHH U TTOYEK
Kaxnawle 1-3 mecsma.
OOmmii KIMHUYECKUN aHAIN3 KPOBH,
Co CcTOpPOHBI CHCTEMBI KPOBU U
Jledaynomun 10-20 mr B cyTKH (GyHKIMOHATBHBIE MPOOBI IEYEHU U MOYEK

rE€NaTOTOKCUYHOCTD
Kaxable 1-3 mecdna.

OO0t KIMHUYECKUN aHATN3 KPOBH,
Muxkodenosar 500-1500 mr 2 pa3a B 1eHb Co croponsl cuctembl kpoBu 1 KKT (hyHKITMOHATIBHBIE TPOOBI IEYEHHU U TTOYEK
Kaxnabple 1-3 mecdra.
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JIEKAPCTBEHHAA TEPANMA NErO4YHOrO CAPKOMA03A.
NMPENAPATbI BTOPOM NIMHUM

MeToTpekcar (TabneTku 1Mo 2,5 Mr, 5 Mr) IpOTHBOOITYXOJIEBBIM 1 UMMYHOCYTIPECCUBHBINA IIpernapar - CTPYKTYPHBIH
AHTArOHUCT AUTUAPOdOIATPEAYKTa3bl — PEKOMEHIYETCS:

KaK JedeHue Bropoit tuHuu npu pedpaxrepnoctu k CI'KC,

npu mobounsix peakuusax CI'KC, kak cpeacTBO CHIKEHUS UX JO3BI,

KaK JIeYeHHE MEepPBOM JIMHUK B BUe MoHOTepanuu win komOuHanuu ¢ CI'KC.

Jlo HayaJia JeyeHus U Kaxkable 1-3 Mecsila peKOMEeH/I0BAHO HCCJIeJOBAHNE KPOBH:
- 0011ero (KJIMHUYECKOT0) aHaJu3a KPOBU Pa3BEPHYTOTO,

- onpenaenenue aktTuBHOCTH AcAT, AnAT ,

- YPOBHSI KpeaTMHHHA.

Hasznavaetrcst BHyTpb B cyTo4uHOM 03¢ 10—15 Mr He3aBUCHMO OT npueMa nuinu 1 pa3 B Heaeao HA 6 - 12 MecsineB U
0oJiee. JleueOHOE neiicTBHE METOTpEKcaTa pa3BuBaeTcss MeajieHHo (1,5—2 mecsiia u 0onee), MakCUMaIbHBINA 2P(HEKT B
Ha3HAYEHHOM JTIO3UPOBKE JIOCTUTAETCSI OOBIYHO K 6-My Mecsity jedeHus. [lobounsie 3hPexThl: renaToTOKCUYHOCTD,
MHTEPCTUIMATIbHBIC U3MEHEHUS B JIETKUX, Jielikonenusi, nHpekuuu. [Ipenapar TeparoreHeH, npu 6€peMEeHHOCTH
MPOTHUBOIOKA3aH.

OnxHOBpeMEHHO ¢ IPUEMOM METOTpeKcaTa Ha3HayaeTcs (osueBasi Kucaora (Tadnerku o 1 mr) B 1o3e 5 mr 1-2 pasza B
HENIe0 Win 12 Mr eXeTHEBHO (He paHee, YeM Yepe3 24 yaca mocJjie mpueMa MeToTpekcara), To ecTb 5—10 mr B
HeJeJI10.
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JIEKAPCTBEHHAA TEPANMA NErO4YHOrO CAPKOMA03A.

NMPENAPATbI BTOPOM NIMHUM

* AzarmonpuH (Tabietku mo 50 Mr) peKoMeH0BaH 1J1s1 HAllMEHTOB B KaU€CTBE
npernapara BTopou JIMHUM B 03¢ 100-200 Mr B CYyTKH B TEUEHHE HE MEHEE 6
MecsteB. 110 3h(hekTUBHOCTH 1 0€30IIaCHOCTH YCTYIIa€T METOTPEKCAaTYy.
HexenarenbHble SIBICHUS: F€lIaTOTOKCUYHOCTD, JICHKONCHUS, pa3BUTHE NH(DEKIINH,
MIOBBIIICHUEM PHCKA PA3BUTHUS JIUM(OMBI U JICHKEMMUHU.

o JledayHommua (TadneTku 1o 10 Mr) moka3aH npu cO4eTAHHOM IMOPAKEHHUH IJ1a3
Y JIETKUX JuiiaM B Bo3pacte > 18 siet B o3¢ 10-20 mr B cyTku. DPPeKT HacTynaer
CITyCTS 3 MECsIa OT HaJyaJia mpruema.

* (OOnamaeTr TepaTOreHHOCTHIO, MPOTUBOIOKA3aH MTPHU OEPEMEHHOCTH.

OO0t (KITMHUYSCKHUI) aHaI1u3 KPOBU Pa3BEPHYTHIN, OlleHKA (DYHKIIUU IICYCHU U
MOYEK JOJDKHBI OBITh IPOBEICHBI 10 Hauaia JICYSHMS U Kaxable 1-3 Mecsiia JeueHus
e (IyHOMUIOM.



JNIEKAPCTBEHHASAl TEPANUA NErOYHOIr0o CAPKOMAO3A **
NMPENAPATHBI BTOPOM NIMUHUMU

Mukodenosiara MmodeTns_(karncynsl 1Mo 250 Mr) Ha3Ha4YaeTCs JIMIIAM B Bo3pacTte > 12
net (romaap Tena — 1,25 m2). [IpueM Mukodenonara Mo eTuiia Ipu CapKoOUI03€
JIETKUX HAYMHAKOT C J103bI 500 Mr 2 pa3a B CYTKH, 3aT€EM J03y YBEIMYHUBAIOT J10 750—
1000 Mr 2 paza B cyTku. MukodeHo1ata MOPETHI Y KasKA0ro NATOr0 NanueHTa
MOKET BbI3bIBATh TOLIHOTY, AHAPEI0, JICHKOIEHNI0, MOBbIIIICHHE PUCKA MH(EKIUH.
[Toka maryeHT HaXOAUTCS Ha CTAOMJILHOM J103€ — OOIIMK KIIMHUYECKHAM aHAJIM3 KPOBU
Pa3BEPHYTHIN JOIAKEH MPOBOAUTHCS PETYIISIPHO.

Hukjaodochamua BBUY €ro BBICOKONM TOKCUYHOCTH UCIOJb3YETCA KaK pe3epBHBIN
JIII 1J1s manuMeHToB € THAXKeJIbIM CAPKOUI030M, pePPAKTEPHBIM K METOTPEKCATY H
a3aTUOIIPUHY, IIPU MOJMOPTAHHOM ITOPAXKEHUU, TIPU TAKEIIOM HEUPOCAPKOUI03E,
YCTOMYHUBOM K JPYTAM BHUJIaM JIEUYCHUs, BKIItoUast BHyTpuBeHHOE BBeAeHUEe CI'KC n
tepanuto JIII, mogasisiromiuMu akTUBHOCTH (hakTOpa HEKpo3a onyxoyen. Haznavaror JIII
B 103upoBke S00—1000 mr BHyTpHUBEeHHO Kaxkable 3—4 Heaenu. Lluknodocdhamua usz
BCEX MMMYHOJEMPECCAHTOB HAN00JIEE YaCTO BbI3bIBACT PA3BUTHE MH(DEKITMOHHBIX
OCJIOKHEHUM.
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NEKAPCTBEHHAA TEPANMA NErO4YHOro CAPKOMA03A.
NPENAPATBI BTOPOM IUHUM

* I'mapokcuxjopoxuH (TadjaeTku 1mo 200 Mr) NpuHUMAECTCS MPH CAPKOU/103€ OPraHOB
NAbIXaHUA NPUA HAJTHYUU MEIUIMHCKUX MPOTHBONMOKA3AHUN K NPUMEHEHUI0
CI'KC, meTorpekcara. Haunnarot ¢ 1o3s1 B 400 Mr, KoTOpast MOXKET ObITh CHUXKEHA
10 200 Mr B CyTKH BO BpeMs mpreMa nuiu. Kypc neuenus 6—12 mMecsies.

* HeoOxoaumo y4YuThIBaTh BO3MOKHbIE HAPYIIEHUA 3PeHust (DETMHONATHA),
U3MEHEHUS CO CTOPOHBI IIEUEHU M KOXKU. PUCK pETMHONATUM 3aBUCUT OT CYTOYHOM
N03bI X IPOIAOJIKUTEIILHOCTU NPUMEHEHUA. OTHOCUTCS K IIpernaparam, yIJIUHAIIUM
uHrepBaj QT, pekomenayercs perynsapabii DK -mouutopuHr natepnana QT.
[IpoTnBONIOKa3aH MpU OEPEMEHHOCTH, HE PEKOMEHAYETCS JIUIS JICUEHUS CAPKOUI03a
rJ1a3.

* Merorpekcar, Iluxkaodochamun, Azaruonpun, Jlepaynomua, Mukodpenoaara
ModeTus1, [ MAPOKCUXTIOPOXMH HAZHAYAKTCHA TOJBKO 0 PEHICHUI0 BPAa4eOHOI0
xoncuiuyma (off-label).
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JIEKAPCTBEHHAA TEPAINUA JIETOYHOIO CAPKOMAO0O3A.
NPENAPATbI TPETbEA NIMHUM

 HurudourTopsl pakTopa Hekpo3a onyxoan-ajbpha (DHO-anbbha)

* HE PEKOMEHIYIOTCA IS IUPOKOI0 KIMHUYECKOro npuMeHeHus. Haznavyarorcesa
TOJIBKO NPHU pedpakTepHOM K APYTUM METOaM JIeHeHUS CAPKOU/I03€e B
NPoGUJIbHBIX HEHTPAX O] KOHTPOJIEM ONBITHOI0 Bpaya-myJJbMOHO0JIOTA.
HaunOonpmyro nqokaszarenbHyro 0a3y nmeeT mHGummkenmad (dpaaxonsl mo 100 mr) B
BHUE BHYTPUBECHHON MH(Y3UH, KOTOPYIO HAUMHAIOT B3POCIBIM U JETIM C 3 - 5 MI/KT
OJTHOAKPATHO, C HArPy304YHBIMHM J103aMHU Ha 0-U, 2-i 1 6-1 HEAEIIE, 3aTEM €T0
BBEJICHUE TTOBTOPSIOT Yepe3 2 HEJIeNH, B ITOCIEAYIONEM — 1 pa3 B MeCsIl B TCUCHHUE
3—6 MeCHIIEB;

* Anaaumymad (pactBop s moakoxxHOro BBeaeHusa 40 mr/0,8 mi1), peKoOMEeHI0BaH
B3POCJIBIM U AETSIM, BBOJIMTCS MOJKOKHO B 00JIaCTh KUBOTA HJIU
nepeaHenarepalibHyo o0aacTh 0eapa 40 mr 1 pa3 B HeJielr0 B TeueHHUE 3—6 MECSIIEB.
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JIEKAPCTBEHHAA TEPANMA NErO4YHOrO CAPKOMA03A.
AHTUOUBPOTUYHECKAA TEPANMUNA

PekoMeHayeTcs TOAbKO B3pocabiM NpU HedgpekTuBHOCTH CI'KC M
NpenaparoB BTOPOro psaa, Npyu HAPACTAHUMU PeCHUPATOPHBIX CUMIITOMOB,
nporpeccupoBaHuu (puOpo3HbIX M3MeHeHur npu KT-ucciie10BaHuu JIerKux
(TpaKIIMOHHBIX OPOHX03KTa30B HIIH «COTOBOIO JIETKOTOY ), YXYAII€HUH
(pyHKIIMOHAJBHBIX NMOKa3aTejged B TedeHue 1 roga HaooaeHus (C
a0cooTHEIM cHIKeHHeM DIXKEJI >5% u adbcontoTHbIM cHMKeHreM DLCO (¢
nonpaBkoi Ha ypoBeHb HD) >10%) u popMupoBannem J1erouHoi runepreH3um.

Hutenanuo0. /lokazarenbHas 0a3a 3(HEKTUBHOCTH MPUMEHEHUS HUTEIaHNO0a MpH
(GuOpPO3UPyIONIEM CApPKOKI03€ OrpaHnydeHa. [Ipenapar Ha3Ha4yaeTcs J1Ba pa3a B
neHb o 150 mr nmox kouTposieM ACT, AJIT, ounupyouna, I'T TII, menounoim
(dbocdaraspl. OrpaHMYCHHBIC JTETOYHBIC PUOPO3HBIC U3MEHECHHS, HE HAPACTAIOIINE
C TCUCHUEM BPEMEHM, HE SBJISIOTCS ITOKA3aHUEM I aHTU(DUOPOTUYECCKOM
TepANUH.
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NIEKAPCTBEHHASA TEPANAA NNIEFTOYHOIo CAPKOMOO3A

NErouyHAsA rMnNEPTEH3UA NPU CAPKOUAO3E

* CoracHo COBpeMeHHOM Knaccudukanuu, JII' mpu capkonio3e OTHOCUTCA K S-My Kitaccy JII'
(rpynmna ¢ paznudabiMu npuurHaMmu JII'). OCHOBOM 1J1s TaKOM CTpaTU(PUKALIUN SBIISIETCS
OTHOCHUTEJBLHO YacToe pa3sputHe TsaKea0u JII' y 00JbHBIX ¢ CAPKOMI030M, JAXKE B
OTCYTCTBHUE BBIPAKEHHBIX NAPEHXUMATO3HbIX U3MEeHEeHUM JIErKuX. [lpuunnon takou JII' moxeT
OBITh MIPSIMOE BOBJICYEHUE JIETOYHBIX COCYJIOB B BOCIANUTENIbHbIN nporecc. JII' mpu
capKoua03e ABJIACTCH He3AaBUCHUMbBIM NPEIUKTOPOM JeTajdbHocTH: Takasa JII' mpu
CapKOMI03¢ PE3UCTEHTHA K CTEPOU/IHON TePANUU U MOBLILIACT PUCK CMEPTH Y 00JIbHBIX,
OKUJAIOIIUX TPAHCIUVIAHTALMIO JIETKHX.

* Ilpu capkonao3se pacnpoctpaneHHOCTb JII' 3HauuTeNbHO BhIlIE y 00JIbHBIX ¢ DLCO <40%
JTOJPKHOTO M caTypalue Kucjiopoaa B mokoe <88%.

* Tepanust KOPTHKOCTEPOUIAMH M IUTOCTATUKAMHU O0BIYHO HE MPUBOAMUT K CHUKEHHU IO
JAaBJIEHUS B JIETOYHON apTepuu npu capkouaose IV craguu (pudpo3, «coToBoe JErkoe»).

 Kucaopogorepanusi. Haznauenue kucnoponaa 0oiabHbIM ¢ JII' Ha (poHE capkong03a MOKa3aHO
IIpHU XpOHUYECKOU TurnokceMuu (Pa02 < 55 MM pT.CT.), IIpU 3TOM A03Y TUTPYIOT 10
noctrxeHus SpO2 >90% npu AbIXaHUM Y€PE3 KUCITIOPOIHBIM KOHIIEHTPATOP.
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JIEKAPCTBEHHAA TEPANMA NErO4YHOrO CAPKOMA03A.
NErouyHAsA rMnNEPTEH3UA NPU CAPKOUAO3E

AHTHUKOATYJIAHTbI

Tepanus BaphapruHOM MOXKET HMCIIOJIb30BaThCS Y OOJBHBIX C CAPKOUI030M MPHU
TsKenou JII' mpu 4eTKOM KJIMHHUYECKOM, PEHTI€HOJIOTrH4eCKOM WU
FMCTOJOTrHYECKOM MOATBEPKIACHUU TPOMOOIMOOIHM.

Cnenuduyeckas repanus JII' npu capkougose.

[IponeMoHCTpUpPOBaHBI XOPOILIME BO3MOXKHOCTH JJeueHus JII rpu capkouniose
IIPY OPUMEHEHUM TAKUX MPENapaToB, KaK MOMPOCTEHOJI, HJIONPOCT, 003eHTaH
U cuaeHadu. /Jlanabie ipenaparsl J0JKHBI C OCTOPOXHOCTHIO HA3HAYATHCS
MAlIMEHTOM C JOKA3aHHOM M MPEANOIaraéMor OKKIIFO3MOHHOW BEHOIIATUEN.
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NEKAPCTBEHHASA TEPANMA NEro4YHOro CAPKOMAO3A.

IIpu pe3duCTEHTHBIX K (pApMAKOTEPANIUY BAPUAHTAX TEUYCHUA CAPKOUI03a
JIETKMX C Pa3BUTHEM XPOHUYECKOHU AbIXATEJIbHOU HEAOCTATOYHOCTH
paccMaTpuBaeTCH BOIPOC 0 TPAHCIUIAHTAUH JIerKMX. OCHOBHBIMHU
HAIPABJICHUSAMU JICUEHUS capKor103a Ha [V peHTreHOIOTnYeCKON CTaqum
((uOPO3) ABIAIOTCS: IJIMTEIbHAS KUCIOPOAOTEPAIMS; PEAOUTUTALIMOHHBIC
[IPOTPaMMBbI; HyTPUTUBHAS MOAAECPHKKA.

O noJHOM peMUCCHHU 3200/1eBAHUSI MOKHO T'OBOPUTH TOJbKO Yepe3 3 roaa
ImocJie nNpeKkpamenus repanum. [Ipu orcyrcrBum 3¢ pexra oT JeUeHUs Yepes 3-
6 MECSIIEB U ITPH IIPOTPECCUPOBAHNH, BAXKHO MEPECMOTPETH TUATHO3,
HCKJIFOYUTHh MH(M)EKIIHOHHY0, B OCHOBHOM TYOEPKYJIE3HYIO MIPUPOY U3MECHCHHUM.

bepeMeHHOCTh IpU CapKOUI03€ HE IIPOTUBOIIOKAa3aHa, HO psafg JIII,
MCIIOJIb3YEMBIX B TEpAIlUK CapKoOM03a (HaIpuMep, METOTPEKcaT, Je(QIyHOMHU),
IIPOTUBOIIOKA3aHbI PU OEPEMEHHOCTH.



BblBO.4bI

1.Bo n3dexxanue paHHero Ha3HAYEHUS TOPMOHOB U
HUTOCTATUYECKHUX NMPENnapaToB U, HA000POT, B LEJAX
CBOCBPEMEHHOI'0 pearupoBaHUs HA MPOrPecCUPOBAHUE U
YIPOKAKIIUE COCTOSHUS KPailHe AKTYaJIbHO IOHMMAHUE
BPEMEHU U CPEACTB HAYaJIa JICYCHUS CAPKOUI03A.

2.Bo Bcex ciayyasix peKOMEHyeTCs CONMOCTABJICHHE
HEO0XO0AMMOCTH HA3HAYCHUS JICUCHUS C THKECTHIO
MOCJICICTBMI OT MPUMEHECHUS COBPEMEHHOM
KOPTUKOCTEPOUTHOU, HUTOCTATHYCCKOU HJIN
OMOJIOrHYeCKOM («TAPreTHOM») Tepanuu.

3.Ha ka:xa0M cTauu JIe4eHUs CApKOU103a HE00X0IUM
MOHHUTOPHMHI 3200J1€eBAaHMA, KOHTPOJIb 32 BO3MOKHBIMH
HeKeJIaTeJIbHBIMHU PeaKIUusMHU OT MPOBOAMMOM Tepan
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BJIArOgAPUM 3A BHUMAHME!
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