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Pesome

CapKouj103 ABJISETCS MOJIMOPTraHHBIM IPAHYJIEMATO30M HEU3BECTHOM MPUPOIbL. [1pK MOMOIIN COBPEMEHHBIX METOIOB UarHOCTUKH 3TO 3a00J1€e-
BaHMe BO3MOXHO BBISIBUTH Ha PAHHUX CTAIusIX. JUIst yCTAaHOBJIEHUsI IMAarHo3a Ha OCHOBAHUM COTIOCTAaBJICHUsI JIYYEBBIX, KIMHUYECKUX, MOP(OIIO-
IMYECKMX U QYHKIIMOHAIBHBIX JAHHBIX IPU OTCYTCTBMU CHIELU(BUIECKIUX MAPKEPOB TPEOYETCsT KOMITIEKCHBII MOX0/1. BapuaHThI TeUeHUs CapKo-
n103a 6e3 MopaXkeHUsI OPraHOB JBIXaHUS TPEICTABIISIOT 3HAYUTEIbHbBIE TPYAHOCTU. Bo M30eXaHne paHHETr0 Ha3HAYEHMsI TOPMOHOB U IIMTOCTA-
TUYECKHUX MPENapaToB U, HA000POT, B LIEJISIX CBOEBPEMEHHOIO pearnpoBaHust HA IIPOrPECCUPOBAHUE U YTPOXKAIOLIME COCTOSIHUSI KpailHe aKTyallb-

806 MynbmoHonorus « Pumonologiya. 2022; 32 (6): 806-833. DOI: 10.18093/0869-0189-2022-32-6-806-833
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HO MOHMMaHMe BPEeMEHU U CPEACTB Hayaia JedeHUsl capkounosa. Meroapl. KinHuueckre peKOMEHAALMM CO3[aHbl HA OCHOBAHMM aHaIM3a
TMAHHBIX MOCJISTHUX UCCIIEIOBAaHUI CapKOMI03a, OMYOIMKOBAHHBIX HA PYCCKOM U aHTJIMIICKOM $s13bIKax. Kakmplii Te3uc-peKoMeHIaIust 1o mpo-
BEICHUIO TMarHOCTUYECKUX U JICUCOHBIX MEPONPUSTUI OLIEHUBAETCS 10 LIKaJlaM OLEHKH YPOBHSI JOCTOBEPHOCTH JToKazaTeabeTB (1—5) u yoenn-
TeJILHOCTU pekoMeHpaanuii (rmo xateropusim A, B, C). Knunnyeckue pekoMeHIAIMU cofepKaT Takyke KOMMEHTApUU U Pa3bsSCHEHUS K yKa3aH-
HbBIM TE€3MCaM-PEKOMEHIALIMSIM, JIFTOPUTMBI 110 TMarHOCTUKE, TAKTUKE TEPAIu, CIIPABOYHbIE MaTEPUAJIbl IO UCTIOJIb30BAHUIO PEKOMEHIYEMBIX
npenaparoB. LleneBoil aynutopueil JaHHBIX KIMHUYECKUX PEKOMEHIALMII SIBISIOTCSl TE€pareBThl, Bpaud OOIlIel MPaKTUKHU, MyJIbMOHOJOTH,
(bTH3MaTPBI, peBMATONOTH, IEPMATONOTH, CIICIUANUCTBI JyYeBOW JMArHOCTUKW, WMMYHOJOTU, KIMHUYecKue (apmakonoryu. 3akimodeHue.
ITo naHHBIM MpenCTaBIEHHBIX KIMHUYECKUX PEKOMEHAALINIA OCBEIIAIOTCSI COBPEMEHHbBIE CBEICHUST 00 AMUAEMUOIOTUH, KIMHUYECKUX MTPOsIBIe-
HUSIX, TUATHOCTUKE M TaKTHKE BEJCHUs MAIMEHTOB C capkoumo3oM. OmoOpeHbl perieHneM HayuHo-TmipakTuieckoro coBeta MuUHUCTEpCTBA
3npaBooxpaHeHust Poccuiickoit Menepanuu (2022).

KnioueBbie cioBa: capkoua03, AMarHOCTUKA, KIMHUYECKUE MPOSIBICHUS, JTeUEHUE.

KondmkT unrepecos. KoHMOIMKT MHTEpECOB aBTOpaMU HE 3asIBJIEH.
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Abstract

Sarcoidosis is a multi-organ granulomatosis of unknown origin. Modern diagnostic methods allow detecting this disease at an early stage. The
absence of specific markers requires a comprehensive approach to diagnosis based on comparison of radiation, clinical, morphological and func-
tional data. The course of sarcoidosis without damage to the respiratory system presents significant difficulties. It is extremely important to under-
stand the time and means of starting Sarcoidosis’s treatment to avoid the early initiation of hormones and cytostatics and, on the other hand, to
timely respond to progression and threatening conditions. Methods. Clinical recommendations are based on the analysis of Russian and English
publications of the latest sarcoidosis research. The target audience of these clinical guidelines are therapists, general practitioners, pulmonologists,
TB doctors, rheumatologists, dermatologists, radiation diagnosticians, immunologists, and clinical pharmacologists. Each thesis-recommendation
for diagnosis and treatment is evaluated on an 1 to 5 scale of levels of evidence and an A, B, C scale of the grades of recommendations. The clinical
guidelines also contain comments and explanations for the theses-recommendations, diagnostic algorithms, treatment strategies, reference materials
on the use of recommended drugs. Conclusion. Current information on epidemiology, clinical manifestations, diagnosis and management strategies
for patients with sarcoidosis are covered in the presented clinical guidelines. Approved by the decision of the Scientific and Practical Council of the
Ministry of Health of the Russian Federation (2022).

Key words: sarcoidosis, diagnosis, clinical manifestations, treatment.
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TepMVIHbI nonpeaeneHuna

Ipanynema — ouar IpOIYKTUBHOTO BOCTIATICHUSI, ME-
IO BUJ TUIOTHOTO y3eJIKa.

Ipanynema capkounnas (granuloma sarcoideum) — BO3-
HUKa1as B tuMdaTtrueckux y3nax (JIY) u BHyTpeHHUX
opraHax IpHu CapKOMI03€e; COCTOUT 13 SMUTCITUONIHBIX
KJIETOK, TMMGOILIMTOB, TUTAHTCKUX MHOTOSIIEPHBIX KJle-
ToK [TuporoBa—JlaHrxaHca 1 UHOPOIHBIX TEI.

Cunnpom JledrpeHa — BapraHT OCTPOTO TCUCHUSI cap-
KOMI03a, IPOSIBIISIIOIIMIICS BHYTPUIPYIHOM T1UM(baaeHO-
MaTUEN, y3JI0BATOM SPUTEMOM, CYCTAaBHBIM CHUHIAPOMOM
U JINXOPAIKOMA.

Cunapom Xeephopara—BaabaeHcTpeMa — BapuaHT
OCTPOTO TEYCHMS CAPKOMI03a, TIPOSBIISIOIINIICS YBEUTOM,
MapoTUTOM, JIUXOPAAKOU U B psiie CyyaeB COMPOBOXKIA-
eTcsl TapaJiMyoM JIMLeBOro Hepsa (rmapaiauy bemna).

Capkonanas peakuuss — oOpa3oBaHUE B Pa3IMIHBIX
OpraHax M TKaHSIX JIOKAJTM30BaHHBIX TPYITI SITUTCIIMOMI -
HOKJIETOUHBIX HEKa3eU(PULIUPYIOIIUXCS TPaHYJIEM CapKo-
WIHOTO TUTIA B OTBET Ha 3K30TeHHBIEe (haKTOPhI Pa3INIHO-
IO IIPOUCXOXICHUS (HAIIpUMep, MMITIAHTBI, TATYUPOBKH)
pu mpuMeHeHun nHTepdepoHoB (IFN), a Takke nmepu-
¢dokanbHO (ITpU 3J10KAUYECTBEHHBIX OTMYXOJIsIX, Mapa3u-
TapHBIX 3a00IeBaHMsIX). OTJIMYAETCsT OT CapKOMI03a Ha-
JIMYMEM TOJIBKO JIOKAJIbHBIX U3MEHEHUI IIPH OTCYTCTBUU
TTOPaKEHMSI IPYTUX OPTAHOB U CUCTEM.

Jleroynas aprepuaibHasi runepPTeH3Us — KIIMHUYESCKUI
CUHIPOM, XapaKTepU3yeMblil MOBBIIIEHUEM CPEIHETO
JABIICHUS B JICTOYHOM apTepUH > 25 MM PT. CT. B TIOKOE,
M3MEPEHHOTO TIPY YPEe3BEHO3HOM KaTeTepU3alliy CEPIIIaA.

1. KpaTkas nHopmauus no 3aboneBaHuo
UNK COCTOAHUIO (rpynne 3aboneBaHNit UNM COCTOSAHNN)

1.1. OnpepeneHue 3aboneBaHns UnK COCTOAHMUA (rPynnbl
3aboneBaHuit N1 COCTOAHMIN)

Capkouo3 — 5T0 CHCTEMHOE BOCIIAJIUTEIBHOE 3a00JIeBa-
HUYE HEU3BECTHOM 3TUOIOTHH, XapaKTepuayloleecs: oopa-

30BaHMEM HeKa3eU(PUIIPYIOIINXCS TPpaHyJIeM, MYJTbTHCH-
CTEeMHBIM MOPaKCHUEM Pa3IMIHBIX OPTAHOB M aKTUBAIICH
T-KJ1€TOK B MECTE rPaHyJIeMaTO3HOIO BOCIAJICHUSI C BbIC-
BOOOXIEHUEM Pa3TMYHbIX XeMOKMHOB M LIMTOKWHOB [ 1, 2].

1.2. ATMonorus n natoreHe3 3aboneBaHus MNW COCTOAHUA
(rpynnbl 3a6oneBanmit UMK COCTOSHMIA)

®DakTophI pHUCKA U MOTEHINAJIbHbIE 3THOJIOTHYECKHE (DaK-
Topbl. DAaKTOPHI pHCKa Pa3BUTHS CapKOMI03a OKOHYA-
TeJIbHO HE YCTAaHOBJICHBI. Pelarolyro pojib B pa3BUTHHI
3a00JIeBaHUS UTpaeT BO3AcicTBUE (haKTOPOB OKpYXKa-
foleil cpelbl Ha TEHETUYECKH TMPEIpacioOKeHHbBII
opranusMm [2]. ITo pesymbTaTaM HUCCIEIOBAHUS TEHOM-
HBIX aCCOLIMAIIMI BBISIBJICHBI HACJIEeNCTBEHHBIE (PAKTO-
Dbl, OKa3bIBaIOIIKE BIUSHUE Ha BEPOSITHOCTD Pa3BUTHUS
capKou103a 1 MHOTOOOpa3ne ero KIMHUIECKUX Mpo-
gapreHnii. [[eHaMU-KaHAUIATAMU OMHOHYKJICOTUIHOTO
MOJIMMOPMU3MA 80CHPUUMHUBOCMU K CAPKOUOAO3Y B Te-
HaxX, CBSI3aHHBIX C UMMYHHBIM OTBETOM, cuuTtarotcs HLA
I u II xnacca, unrepneiikunsnl (IL)-1A, IL-12B, 1L-18,
BTNL2, CCDCS88B, CCR2, CCR5, MSTI1, MSTIR,
uHtepdepoH (IFN)-y, XAF1, SLC11A2 wiu daxkTop
Hekpo3sa onyxonu-a (TNF-a).

[ToBBIIIEHHBIN PUCK Pa3BUTHUS CapKOUI03a CBI3aH
C OMHOHYKJICOTUIHBIM ITOTMMOP(U3MOM B TeHaX C pa3HbI-
vy pynkimsimu (ANXA11, BAG2, RAB23, BEND6, CFTR,
FAM117B, KCNK4, KIAA1586, NOTCH4, 0S89, PRDX5,
RAGE, RAS23, SCGBIAI, VEGFAw ZNF415).

C Kaunuueckumu nposieaeHusMuU CapKOMI03a CBI3a-
uel amienmn HLA (-DRBI1, -DPB2 u -DQA?2), ZNF184,
ADCY3 u LRR16A n TakuM (eHOTUITOM, KaK CHHAPOM
Jledrpena, mytauuu B reHax peuentopos CC10, MMP9,
FCGR3A, Fas — ¢ TS3XecThIo TeUeHUS CapKOWI03a, a O~
HOHYKJIEOTUAHBIN nonuMmopdusm B reHe NOD2 — ¢ pas-
BUTHUEM CapKouI03a B IeTCKOM Bo3pacTe [3]. Posb reHe-
TUYECKUX (PaKTOPOB MOATBEPXKIAIOT CJIydyau CEMEIHOro
capkougo3a [4].

K BeposiTHBIM BHeITHUM (hakTopaM (Tpurrepam) pas-
BUTHUS CApKOUI03a OTHOCSITCS MPUCYTCTBME psifa Oak-
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Tepuii — MUKOOaKTepUii TyOepKyie3a ¢ U3MEHEHHbIMU
CBOMCTBaMM (PEBEPTAHTOB), KOTOPKIE ITPU 3TOM HE BBI-
3bIBAIOT pa3BUTHE TyOepKyJe3a [5], MpONnMOHOBOKHUCIIBIX
bakrtepuii (Propionibacterium acnes, Propionibacterium
granulosum) [6], Bo30ynutenst 6one3nu Jlaitma (Borrelia
burgdorferi) [ 7]. Tlo naHHBIM CUCTEMHOTO 0030pa JUTepa-
TYpBI M METaaHaIM3a TTOATBEPKIeHA IIOTCHIINAIbHAS POJIb
MMEHHO 3THX BO30yInTe el KaK TPUTTEPOB CapKOMUI03a,
TOT/Ia KaK JaHHbIE O POJIM MUKOTLIa3M, PUKKETCKUI U BU-
PYCOB OKa3aiuch HeyOeAuTeIbHbIMU [8].

DaKkTOpPOM pa3BUTUS CAPKOUITHON peaKIUU WU
capkougo3a spisietcss npuMeHeHue IFN 1 nunaykTopoB
nHTepdepoHoreHesa. IFN sgBisitoTcsi UMMYHOMOIYISITO-
paMu, MCITOIb3YEMBIMU TIPU PA3IMYHBIX 3a00JIEBAHUSIX,
BKJTIOUast MHMEKIIo BUpycoM rematuta C, paccesTHHBII
CKJIepO3 U OITyXoJieBbie 3aboneBanus [9], a B Poccun —
JUTSL JIUSHMS IPOCTYIHBIX U BUPYCHBIX 3a00eBaHuti [10].

ITo nTaHHBIM MHOTOUYMCIEHHBIX HAOIIOAEHUI TTOKa3a-
HO, 9YTO BO3HMKHOBEHMIO CApKOMI03a IIPEIIICCTBOBAIN
CTPECCOBBIE COOBITUS (CMEPTh OJIM3KOTO, pa3BoOI, TIPO-
OneMbl Ha paboTe u Ap.).

1.2.1. MamoeeHe3

Oo0pa3oBaHne NUTETHOUIHOKIETOYHBIX HeKa3enpuim-
pylomuxcs rpaHyjgem. B maroreHes capkouao3a BoBJie-
YeHBI KaK BPOXICHHAas, TaK U afallTUBHAss UMMYHHEIE
cuctembl. I3 BpoxxieHHOM MMMYHHOI CUCTEMbI BaXKHYIO
poJib B maroreHe3e capkouao3a urpatoT NOD-mono0-
HbIe pelenTopbl U 70//-mogoOHbIE PELIETITOPHI, a TAKXKE
KJIETOUHBIC (PAKTOPHI, TaKMe KaK IEHIPUTHBIC KIIET-
KM 1 Makpodaru, a Takxke TUM@ounTsl, T-xeamepsl- 1
(Thl), Th17, T-perynstopnsie (Treg) kiaeTku u B-kinetku
aganTUBHOU UMMYHHOU ccTeMbl. CapKOMIO3 SIBJISIETCS
MTOJTUTEHHBIM MHOTO(aKTOPHBIM 3a00JIeBaHUEM, ITPU KO-
TOPOM pa3IMYHBIC TeHBI U3MEHSTIOT UMMYHHBIE pEeaKIINU
Ha crieuuduyeckue aHTUreHHble cTumyanl [11]. Tlpu
capKouIi03e HabJtoIaeTCsl BOSHUKHOBEHME UMMYHOJIO-
TUYECKOTO TapamoKca: IpU3HAKU JIOKAJTBHOTO BOCIIaJIe-
HUs ¢ ydyactuem T-xenrnepoB 1-ro Tumna cocyiiecTByOT
¢ niepugepuyecKoil aHeprueii, MHIyuUupoBaHHOI Treg.
OTIMYUTETbHON YepTOil aKTMBHOTO CapKOM103a SIBJISIET-
¢ npeobnanatoiias akcrnpeccus: IFN-y B mopaxkeHHbIX
opraHax IIpu y9acTUU TaKUX aKTUBHBIX IIMTOKMHOB, KaK
I1L-2, IL-12 u TNF-a. TunuuHas njs capkounosa Kjio-
HanbHasg amrnbukauuss CD4 T-k1eToK CBUIETENbCT-
BYET O TOM, UTO Pa3BUTHIO 3a00JI€BaHUS CITOCOOCTBYET
HEKUI MaToreHHbIi aHTUreH. PazBuBaromuiics T-kie-
TOUHBIN anbBeosuT CD4 ciyXut 6uomMapkepom, oTpa-
KAIONIUM YCUJIEHWE WIN CHIKEHVE aKTUBHOCTH 3a00J1e-
BaHMs. UMMyHHasI peakIus MPOI0JIKaeTCs Jaxke Tocye
TOT0, KaK IMMOTEHIIMAIBHBIN aHTUTeH / Tpurrep ucues [12].
CHIXeHUe aKTUBHOCTU CapKOMI03a OOBIYHO COYETaeTCsI
C peAyKUKell BRIpakeHHOCTH aIbBEOJIUTA. B THITMUHBIX
caydasx (popMUPYIOTCS KOMITAKTHBIC HeKazenpuIumpy-
IOIIMECS SIMUTESIMOTHOKICTOUHBIE TPaHyJIeMBI, KOTOPBIC
CTEPWIbHBI 1 B JIETKHX PacoJiararoTcsl MpeuMyIeCTBEH-
HO 1o xony nytei auMmdoorroka [13]. PesynbTaThl K1u-
HUYECKUX UCCIIEIOBAHUIA STHOJIOTUY 1 TTaTOreHe3a cap-
KOMII03a B TTOC/IEAHEE BPEMST TTOATBEPKIAIOTCS TIPU MOJIe-
JIMPOBAaHUM CapKoura03a Ha XKUBOTHBIX [ 14]. B maToreHese

MMMYHHOTI'O OTBETa MPU CAapKOUI03€ YIACTBYIOT OEJIKU
TETJIOBOTO 1110Ka Yel0oBeKa, KOTOPbIe MOTYT BbI3bIBATh
00pa3oBaHMe CAPKOUIHON IpaHyIeMBbI TIPU BO3ACHCTBUN
KaK MH(MEKIMOHHBIX, TAK M1 HEMH(PEKIIMOHHBIX (PaKTOPOB
y TeHETUYECKHU MTPEeaPaACTIONOXEHHBIX K 3TOMY UHIUBUILY-
yMOB. B 1ienu aTux coObITHil OnpeaeaeHHYIO POJIb MOXET
UTpaTh OKCUAATUBHLIN cTpece [15]. Poab okcumatuBHOTO
cTpecca rokKasaHa TakxKe 1 Ipy Kapaurocapkoumose [16].
Kpome Toro, akTuBupoBaHHbIE MaKpodaru u KieTKu
rpaHyJsieMbl MOTYT BbipabatbiBath 1,25-(OH)2-D3 (kaib-
LIMIATPUOJT), YTO IPUBOAMT K runepkanbuuemun (2—10 %
MalKeHTOB) WM runepkaibuuitypun (6—30 % nauu-
€HTOB) U, KaK CJeACTBUE, — MOYEeKaMeHHOI 00Je3HU
U MOYEeYHOU HexocTaTouHocTH [2, 17].

1.2.2. HapyweHue (byHKyUU Op2aHO8 U cucmem

MexaHu3MBbI TTaTOTeHe3a HapylIIeHWil (PYHKIIMU JeTKUX
TIpY CApKOUA03€ pa3TNIHbL. BpOHX00OCTPYKTUBHBIN CHH-
JIPOM U TIOBBIIIICHUE COMTPOTUBJICHUS MOXET OBITh CIICACT-
BUEM YTOJIIIEHUS] CTEHOK OPOHXOB M OPOHXMOJI JIMOO0 UX
cnasieHus yBeauueHHbMuU JIY [18, 19]. PectpukTrBHBIE
W3MEHEHUSI TIPU CAapKOMI03¢ CBSI3aHBI C (POPMUPOBAHUEM
JIerouHOTO (hrdp0o3a U «COTOBOTO JIETKOTro». [locToBepHas
CBsI3b YCTAHOBJIEHA MEXY 3HAUE€HUSIMU (POPCUPOBAHHOM
>ku3HeHHo emkocTu Jierkux (P2KEJT) u creneHblo maro-
JIOTMYECKUX U3MEHEHUH 10 JAaHHBIM OTKPBITOM OMOTICUN
(mHEBMOHUTOM, (hrdbpo3om) [19, 20]. Jlokanmu3zaims rpa-
HyJIeM B MUOKapJe, pexe — B Mepu-, 3Mu-, dHAO0KapJe,
MEOKETYTOYKOBOM MePEropoaKe, COCOYKOBBIX MBIIIIIAX
MIPUBOIUT K HAPYIICHUIO PUTMA, CHIKEHHUIO COKPATUMO-
CTM MUOKapJa 1 BHe3armHoi cmeptu [ 1]. [Tpu nokanmza-
LIUY TPaHyJIeM B TOJJOBHOM MO3T€, MO3TOBBIX 000JIOUKaX,
TPOIOJITOBATOM MO3Te HAOJTI01al0TCSI HEBPOJIOTUIECKIE
HapyIIeHUs IIUPOKOTO CIIEKTPa — OT He3HAUYNTEIbHBIX
IO BBIPAXKEHHBIX, KOTOPBIE TIPUBOIAT K MHBATMIN3AIINN
nauuveHTa [21].

Jlerounas runeprensus (JIT'). [Tatorenes JIT mpu cap-
KOMIO3¢ CBSI3aH C TpaHyJIeMaTO3HON MHOIIbTpaLeil
JIETOYHBIX COCY/IOB, B T. 4. KAMUJUISIPOB U BEH (UTO MpU-
BOIMT K Pa3BUTUIO OKKJIIO3MOHHOM BEHOIAaTHH) IMOO TTPU
TTOBBIIIEHHON YyBCTBUTEILHOCTHU K Ba30aKTUBHBIM Bellle-
CTBaM 1 KOMITPECCHH JICTOYHOM apTepryl YBeTMUYCHHBIMU
JIY cpenocrenusi. B tepMuHanbHOM cTaauK capKouao3a
JIT cBsI3aHa ¢ TUITOKCUYECKOI Ba30OKOHCTPUKIIMEN U pe-
IyKIMeN coCyaucToro pycia npu ¢hpudpo3HbIX U3MEHe-
HUgX [22].

1.3. dnuaemuonorus 3adonesaHus UNU COCTOAHMSA
(rpynnbl 3a6oneBanmMit UMK COCTOSHMIA)

CapKono3 BCTpevyaeTcsl BO BCeM MUPE, TTOpakaeT Impel-
cTaBUTelIeit 000ero mosa, Bcex pac U Bo3pactoB. B Mo-
ckBe (2012) cooTHOLIEHNE MY>KYUH U XKEHIIWH COCTaBUIO
1: 2,8 (cpemHuii BO3pacT My>KYMH — 42 Toaa; XKeHIITUH —
53 roga). PacipocTpaHeHHOCTh CapKOMI03a COCTABJIS-
na 2,85 Ha 100 TeIC. HaceyieHUd ¢ KojiebaHusiMu 8,2—1,8
Ha 100 TbIC. HaceJeHus 10 AAIMUHUCTPATUBHBIM OKpyram
cronuilel. Cpean My>KIYMH HanOOJIbIINIA TT0Ka3aTellb pac-
mpoctpaHeHHOCTH cocTaBm 9,0 Ha 100 ThIC. MyXXCKOTO
HacesieHus, a cpeau XXeHIuH — 7,8 Ha 100 ThIC. )KEHCKOTo
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HacesieHus [23]. 3a nepuox ¢ 1998 mo 2008 roas! 3a6oJ1e-
BaeMOCTb U PACIIPOCTPAaHEHHOCTh CApKOMI03a OPTaHOB
nbixanust B Cankr-IletepOypre nuaMeHsuiuch ot 2,6 10 3,9
u ot 16,5 no 25,1 Ha 100 ThIC. HAaceJIEHUSI COOTBETCTBEH -
Ho. CapKoua03 MPEeUMYIIeCTBEHHO TUarHOCTUPOBAJICS
y KEHILIMH MOJIOZOIO U 3pesioro Bo3pacrta (66 %). CuH-
napom Jledrpena Hadmonancs y 22,0 % nauueHToB [24].
B Omcke B 2003—2011 rr. HabM01aMCh TTALIMEHTHI C cap-
Kouno3oM (n = 295), Bce AMarHo3bl y KOTOPbIX ObLIN Be-
pudUIMPOBaHbI, PACTPOCTPAHEHHOCTh cocTaBuia 24,6
Ha 100 TBIC. HaceIeHUsI, COOTHOIIICHME KEHIITNH U MYK-
yuH cocTasisuio 1,95. [Ipu atom 3aboneBanue I ctannu
I10 JaHHBIM peHTreHorpadun guarHoctuposato y 10,6 %
nauueHToB, 11 —y 753 %, 111 —y 9,3 %, IV—y 4,8 %.
Knaccuueckuii cunapom JledrpeHa (BHyTpurpyaHas
JTMbaIeHOIaTysI, y3JIoBaTasi 3puTeMa, apTpairiu, JINXO0-
panka) ormeueH B 11 (3,73 %) ciyyvasix [25]. B Pecniy6iu-
ke Tarapcrtan (2014) pacripocTpaHeHHOCTb capKouI03a
cocrasysuia 51,35 xa 100 TBIC., a 3a001€BaeMOCTh — 2,72
Ha 100 teic. Kenmmnasr cocraBwm 71,1 %, oHn ObUIH 10-
CTOBEPHO CTapllie My>XUMH, y HUX ITpeodianaia peHTTeHO-
Joruyeckasi ctaaus I, a cunapom JledprpeHa BcTpeuancs
B 3 pasa vame. 3a nociennue 20 JeT 108 Bepupuim-
POBaHHBIX CIyJ9aeB capKoMmI03a yBeanduiaach ¢ 29,2 mo
58,2 % [26]. 3a6011eBaeMOCTh CAPKOUI030M ITPU3BIBHUKOB
coctaBuaa 1,1%o, a BOGHHOCTYXAaIUX MO KOHTPAKTY —
3,5%o. I1pu 3TOM B CTPYKTYpe 3a00J1eBIIMX [IpeodIagaim
KoHTpakTHUKU — 81,4 % [27]. B CILIA (2013) 3a60eBae-
MOCTb U pacpoOCTPaHEHHOCTh CApKOU103a ObLTa 3HAYM -
TEJILHO BBINIE CPEU TIPEICTaBUTENIC HETPOUITHOM pachl
(17,8 1 141,4 1a 100 TBIC. COOTBETCTBEHHO), YeM CPEIN
eBporreonnoB (8,1 1 49,8 Ha 100 TBIC. COOTBETCTBEHHO),
ucranues (4,3 u 21,7 Ha 100 ThIC. COOTBETCTBEHHO) UJIN
Jui azuarckoro npoucxoxaeHus (3,2 u 18,9 Ha 100 Toic.
COOTBETCTBEHHO). Y XEHIINH BEPOSITHOCTh CAPKOUIIO-
3a OblJ1a B 2 pa3a B BbIIIE IPU CaMOIi BBICOKOI pacipo-
CTPaHEHHOCTH CapKOM03a CPEIU KEHIIUH HErPOUTHON
pachl (178,5 Ha 100 Teic. HacenaeHus ). B 1ieoM exxeroaHblie
pacXobl 3IpaBOOXpaHEeHMs Ha CApKOMI03 OB HEBBI-
cokumu, meanana — 18 663 gomnap CIIA B roa. OgHako
caMble BBICOKME €XeroHble pacxoabl (Ha 5 % malueH-
ToB) coctaBuaun 93 201 gonnap CIIA B rox [28]. Pac-
MIPOCTPAHEHHOCTh CAPKOMI03a BEICOKA B CKAHIMHABCKIX
crpanax — 10 64 Ha 100 Teic. HaceneHnus, B LlBenun —
20 Ha 100 thic. [To tTaHHBIM MYJIBTULIEHTPOBOTO UCCIIENO0-
BaHus (1992—1994), B benbruu u iamMmaHACKUX CTpaHaxX
pacrnpocTpaHeHHOCTh capKkoumo3a cocrasisieT 27 % cpeau
BCEX MHTEPCTUILIMATBHBIX 3a00JIeBAHNI OPTaHOB JIbIXa-
Hus [29]. B SInoHun 3a6051eBaeMOCTb CapKOMI030M HEBbI-
coka — 1,01 Ha 100 Teic. HaceneHusd (0,73 — WISt MyXXUYUH
u 1,28 — s XXKeHIuH). Y MyXXU1H MUK 3a00J1eBaeMOCTU
otMmevaeTtcs B Bo3pacte 20—34 nieT, y XXeHIIMH BTOPOii MK
3a00J1eBaeMOCTH HabJromaeTcs B Bo3pacte 50—60 jet —
BBIIIIE, YEM CPEIU MOJIONBIX. B oTiume ot Apyrux CTpaH,
BBISIBJICHA OoJiee BBICOKAST PACTIPOCTPAaHEHHOCTh CapKOU-
no3a cepaua — 23 % [30].

V nmereli capkoua03 BCTpevyaeTcsl 3HAUUTEIbHO PeXe.
Tak, B JlaHuu 3a6oneBaeMocTb cocTaisiia 0,22—0,27
Ha 100 TBIC. HeTcKoi momymstuu [31].

CeMeifHBI capKOMI03 BCTPEUYAETCSI CO CPeIHEe ya-
croroit 9,5 (4,6—16,1) % c HauboJIbLIEI YACTOTOM Cpenu

(pan1y30B, apoaMeprKaHIIeB, FOJUIAHALIEB U UPJIAH -
ueB [32]. B Pecnyonuke Tatapcrad yactoTa ciiyyaes ce-
MeitHoro capkomnmo3a cocrasuia 3,1 % [33].

1.4. OcobeHHOCTN KOAMPOBaHHUS 3ab0NEBaHMA UK COCTOAHUS
(rpynnbi 3a6oneBsaHui unu cocTosHKI) no MexayHapoaHom
CTaTUCTMYECKOW Knaccudmkauum 6onesHeit n npobnem,
CBA3aHHbIX CO 340POBLEM

D50—-D89 Kaacc III. BoJie3nn KpoBH, KPOBETBOPHBIX Op-
TaHOB M OT/IeJIbHbIE HAPYIIEHNS1, BOBJIEKAIONINE UMMYHHbII
MeXaHU3M

D86: Capkounaos.

D86.0:  Capkoumo3s JIerKux.

D86.1:  Capkoumo3 nuMbaTUYeCKUX Y3JI0B.

D86.2:  Capkoumos JIETKMX C CApKOUI030M JIMMdaTH-
YECKUX y3JIOB.

D86.3:  Capkounmo3 KOXH.

D86.8:  Capkoumo3 Apyrux yTOUHEHHBIX U KOMOMHM-

POBAHHBIX JIOKAJIM3ALIUIA.
*  Hpugouuknut npu capkounose + (H22.1%*).
*  MHOXeCTBeHHBbIE TTapajuiyu YepermHbIX HEPBOB TIPU
capkongose + (G53.2%).

CapKonso3HbIE:

* atprponatus + (M14.8%);

»  muokapaut + (141.8%);

o wmmo3ut + (M63.3%).

D86.9: Capkoumo3 HEYTOUHEHHBbIIA.

B npeacraBneHHOM npoekTe MexxayHapoIHOI Kiac-
cudukanuu 6osie3Hel 1 MpoodyieM, CBSI3aHHBIX CO 3[10-
poBbeM, 11-to mepecmorpa (MKB-11) capkonmos ot-
HocuTCs K KiIaccy «HapyieHus UMMyHHOM cUCTeMBI /
OnpeneneHHble HapylIeHUs, CBSI3aHHbIE ¢ UMMYHHOM
CUCTEMOI»:

4B20.0: Capkoumo3 JeTKuX.

4B20.1: Capkounmo3 muMmdaTUIEeCKUX y3JI0B.
4B20.2: Capkouao3s nuilieBapuTeIbHON CUCTEMBI.
4B20.3: Heiipocapkoumo3s.

4B20.4: OKyISIpHBIN CAPKOUIO3.

4B20.5: KoXHBIIT capKouI03.

4B20.Y: pyroii yTOYHEHHBI CApKOUI03.
4B20.Z: Capkouao3 HEyTOUHEHHBIN.

1.5. Knaccudmkaumn 3abonesaHns Unm cocTosHUA
(rpynnbi 3a6oneBaHui UK COCTOSHMUM)

Knaccudukanus, peHTreHosornuyeckass KapTuHa npu
pPa3HBIX CTAAUsIX 3a00JI€BaHUS WU COCTOSIHMSI, a TAKXKe
yacToTa BCTPEUaeMOCTH MPpUBEACHbBI B Ta0. 1.

®enoTumnbl (0COOEHHbIE BAPUAHTHI TEYEHHUST) CAPKOUI032

1. Io aoxanuzayuu:

* KJIaCCUYECKUMH, ¢ TIpeobagaHueM BHYTPUTPYIHBIX
(JIETOUYHBIX) MOPAXKEHUIA;

* ¢ TIpeodsiamaHreM BHEJIETOUHBIX ITOPAXKEeHUI;

* TIEHEepaJu30BaHHBIN.
2. Ilo ocobennocmsam meuenus:

* C OCTpbIM HavajioM (cuHapoMbl Jledprpena, Xeepdop-
nra—BanpaeHcTpeMa u ap.);

* ¢ M3HayaJbHO XPOHUYECKUM TEUECHUEM;
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Tabauua 1

Kaaccugpurauus enympuepyonozo capkoudosa, 0CHOBAHHAS HA OAHHBIX 1Y1e6020 00caedosanus

Table 1

Classification of intrathoracic sarcoidosis based on imaging data

Cragus PeHTreHonoruyeckas kaptuHa Yacrora BetpeyaemocT, %
0 HeT n3meHeHuit Ha peHTreHorpaMmme OpraHoB FPYAHON KNETKN 5
| YBenuuenue BII1Y; napeHxuma nerkux He nsmeHeHa 45
Il YBenuuenue BITY; natonornyeckue n3meHeHMs napeHXuMbl nerkux 30
1l Matonorus nero4yHoi napeHxumbl 6e3 yBenuyenus BIIY 15
1\ BbipaxeHHbI hubpo3 nerkux kak BeAyLLMA PEHTTEHONOTMYECKUA CHHAPOM 5
[Mpumevanme: BITTY — BHYTPUIpYOHbIE MM ATUYECKUE Yanbl.
* PEUUIuB; Cnabocmo, ymomasemocms. Yactora cocrasisietr 30—

*  CapKOMI03 Y IeTeil B BO3pacTe MOJIOXKE S JIET;

* capkouaos, pepakTepHbIil K JEYCHUIO CUCTEMHBIMU
rokokopTtrukoctepouaamu (cI'KC).

ObocmpeHue — 3TO peaKTUBALIMS IIpollecca B Teue-
Hue | Toma mocjie OKOHYaHUsI OCHOBHOTO Kypca JICUeHUs],
3aBEPIIMUBIIETOCS MOJHBIM MCUE3HOBEHUEM MPU3HAKOB
aKTUBHOCTH M perpeccueit mpoiecca.

Peuyuduse — 5T0 BO30OHOBJICHNE TIPOSIBJICHUI CapKoO-
nmo3a yepe3 1 rom mocyie OKOHYaHMSI OCHOBHOTO Kypca
JIeYeHUsI, 3aBEPLIMBILIETOCs pa3pellieHUeM Ipoliecca, Win
rocJjie CIOHTaHHOM perpeccuu mpouecca [1].

JlnarHo3 ycTaHaB/IMBaeTCs CJIeAYIOIIM 00pa3om:

1. Jloxanuzauus (TiepeumnciasiioTcsl OpraHbl U CUCTEMBI,
MopaxkeHue KOTOPBIX AIMarHOCTHPOBAHO B Mpoliecce 00-
cinenoBaHus). [1pu JeroyHoit JoKanu3aunm yKa3blBaeTCs
mygesast ctanus (0—1V).

2. AKTUBHOCTb:

* (-5 cTenieHb (HEaKTUBHBIN) — OECCUMIITOMHOE Teue-
HMe, OTCYTCTBHE JJAOOPATOPHBIX TPU3HAKOB BOCTIAJIE-
HUS,

* 1-g cTerieHb (AKTMBHBIN) — HaJWYME KJIMHUKO-JIa-
0OpaTOPHBIX MPU3HAKOB BOCTIAJICHMSI, TIPY HATUYUU
MOJTHOM KJIMHUYECKOI KapTUHBI BMECTO aKTUBHOCTHU
MOTYT OBITh YKa3aHbl cuHApoM JledrpeHa uiu cuH-
npom Xeepdopara—BanbaeHcTpema.

3. Teuenue (cTabuabHOE, TIPOrpeccupylollee, perpec-
cupylollee, 000CTpeHNE, PELUINB).

4. OcnoxHeHus ((QyHKIIMOHABHAS HETOCTATOYHOCTh
(yKa3bpIBaeTCs TOpaXkKeHHBIN OpraH) U / UKW CTOUKHUE
CTPYKTYpHbIE U3MeHeHuUs (pudpo3, KaabLUMHALMS, K-
CTHI U T. 11.)) [34].

1.6. Knuhuyeckas kapTuHa 3aboneBaHus UM COCTOSHMA
(rpynnbl 3a6oneBaHmit UMK COCTOAHMIA)

2KanoOnl 3aBUCST OT Mpeodaagarolleil JIoKaau3aluu
IMOpakeHUsI M BapraHTa TEYSHUSI — OCTPOTO UJIU XPO-
Huuyeckoro. Haubosnee BoIpaxkeHbl U TMHAMUYHBI XKa-
JIOOBI MalMEHTOB ¢ cundpomom Jlegpepena (iuxopaaka,
y3J0BaTast 3pUTEMa, apTPUT C TIPCUMYIIECTBEHHBIM T10-
paxkeHNeM TOJICHOCTOITHBIX CYCTaBOB M IBYCTOPOHHSIS
nuMdaaeHonaTs KOpHei JIerkKux) U yBeonapoTUIHOMI
JIMXOpaaKoi — cundpomom Xeepghopoma— Banrvoencmpema
(yBenmMueHMEe OKOJIOYIITHBIX CITIIOHHBIX Kele3, TepeIHUA
YBEUT M TMapajind JIUIeBOro Hepa (mapanny bemna kak
(akynIbTaTUBHBII CUMIITOM)).

80 % B 3aBUCUMOCTH OT BO3pacTa, 10Jjia, Pachl; IBJISETCS
CaMOCTOSITeJIbHBIM MPU3HAKOM 1 MOXET He UMETb Mpsi-
MO KOPPEJISIIINY C TPaHYJIeMaTO3HBIM MOpaKeHUEM TeX
WX WHBIX opraHoB [1, 2, 35]. YpoBeHb c1ad0CTH MOXET
ObITb OOBEKTUBU3UPOBAH C MOMOIIBIO Kbl OLIEH-
ku ycranoctu (cMm. I[punoxenue I'2 Fatigue Assessment
Scale — FAS).

O0biuika MOXeT OBITB JISTOYHOTO, IIEHTPAJILHOTO, Me-
TabOJIMYECKOTO 1 CEPIeUYHOTO reHe3a. Yaire Bcero oHa
MHCMIUpaTOpHasl U SIBJISIETCS MPU3HAKOM HapacTalolIMX
PECTPUKTUBHBIX HApYIIEHWI U CHYKEHUS TU(hPY3MOH-
HOI CITOCOOHOCTH JIETKMX METOAOM OIMHOYHOIO BIO-
Xa 110 OILIEHKE CTEIIEHU IOTJIOIICHUSI OKMCH yTiiepoaa
(DL_,). OObeKkTMBHAs OLIEHKA CTENIEHU BHIPAKEHHOCTH
OIBIIIKH TTPOBOIUTCS C TIOMOIIBIO IITKAJTBI BBIPAKEHHOCTH
onpiku (cm. [Mpunoxenue I'l modified Medical Research
Council — mMRC).

boab u duckomgopm B TPyIHOI KJIETKE HE BCETa YeT-
KO OOBSICHSIIOTCSI XapaKTepPOM M 00BbEMOM M3MEHEHUI,
BBISIBJISIEMBIX JIaXKe 10 JaHHBIM KOMITBIOTEPHOI TOMO-
rpacduu (KT) Beicokoro pazpemieHust (KTBP). Otmeue-
HbI IUCKOMMOPT B 00JIACTH CITUHBI, XXKEHUE B MEXJIO-
MMaTOYHOM OOJIACTH, TSIKECTh B TPYAN, HEBO3MOXKHOCTh
«B3IOXHYTH ITOJTHOU TPYAbIo». Bom MOTyT JToKam30BaTh-
¢sI B KOCTSIX, MBIIIIIAX, CyCTaBaX M HE UMEIOT KaKMX-JI0O0
XapaKTEePHbBIX MPU3HAKOB.

Kawens npu capkounoze 00bIYHO CYXOl U 00YCJIOBJIEH
yBesuueHueM BHyTpurpyaHsix JIY (BIJIY), uro compo-
BOXK/Ia€TCS TTOBBIIIICHHBIM TaBJICHUEM Ha OPOHXUATBLHYIO
CTEHKY, JTM00 pa3apakeHUeM CapKOMIHBIMU I'paHyJieMa-
MM HEpBHBIX OKOHYaHWI B CTEHKAX AbIXaTeJIbHBIX ITyTEH.
Ha mo3mHuX cTanusix Kaiesb SBIsIeTCs CIeACTBIEM 00-
IIAPHBIX UHTEPCTULIMATBHBIX U3MEHEHUI B JIETKMX U OT-
HOCUTEJIbHO PEIKO — CAEACTBUEM MOPaKeHUSsI IIEBPHI.

Jluxopaodka xapakTepHa JiJis1 OCTPOTro TeYEHUSsT CUHIPO-
ma JledrpeHa unu cuHapoma Xeepdopara—BaabaeHcTpe-
Ma, HO BO3MOXKEH W JJIUTENbHBIN cyodedopunuTter. Ya-
CTOTa JIMXOPAIKM IMpU capkougose coctapisieT 20—60 %.

CycmagHoii cundpom BbIpaxkeH npu cuHapome Jledrpe-
Ha, HO MOXET OBITh CAMOCTOSITSIbHBIM CUHIPOMOM.
IIposiBsieTcst 0TeKOM 1 00JIEBbIM CUHIPOMOM B FOJIEHO-
CTOITHBIX CyCTaBax, MajbliaX PyK ¥ HOT, pexXe — B IPYTUX
cycTaBax, B T. 4. IO3BOHOYHMKe. Paznnuaercss ocTpblii
CYCTaBHO¥ CMHAPOM, KOTOPHBI MOXET IMPOXOOUTH Oe3
MOCHEACTBUM, U (pexXe) — XPOHUYECKUIA, TPUBOASAIINIA
K nepopMaliy CyCTaBOB.
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CHudceHue ocmpomaut 3penus u / uau 3amymaHus8aHue
3peHuss MOTYT OBITh BaXKHBIMU TIPU3HAKAMU CapKOMI03-
HOTO YBEUTA, KOTOPHIN TPeOYeT 00s13aTeIbHOTO O(TaIb-
MOJIOTMYECKOTO 00C/IeIOBAaHMS U aKTUBHOTO JICUCHUSI.

Kanobw na duckompopm 6 obnacmu cepdua, cepoue-
ouenue uau 6paduxapous, olulylleHue nepedoeB MOryT
OBITH IIPU3HAKOM TPaHYJIEMAaTO3HOTO ITOPAXKEHUS Cep-
nua. I[Ipu aToM TpedyeTcst mpoBeeHNEe 3JeKTPOKaApAUO-
rpapum (DKI') u XonTepoBCKMiT MOHUTOPUHT, a TAKXKe
UMUK -TMArHOCTUKA JUIST TIOUCKa TpaHysieM (yabTpa-
3ByKoBoe uccienoanue (Y3W), macnumuo-pezonancuas
momoepaghus (MPT)).

Hesponoeuueckue xcanodwvt pasHooOpa3Hbl. [TaTorHomo-
HUYHBIM JUTSI CAPKOMI03a cCUMTaeTcs mapainy besna — on-
HOCTOPOHHUIA TTapajIny JINIIEBOTO HEpBa, HEPEIKO OBICTPO
Y CTIOHTaHHO perpeccupyrommii. [TokansiBaHue B KOHEU-
HOCTSIX BO3HUKAET MPU HEMpOomaTUU MEJIKUX BOJTOKOH.
LlepedpanbHble HapylLIeHUsT TPOSIBIISIIOTCS B JAJIEKO 3allle]-
X CTAANSIX CapKoWmo3a. BO3HUKAIOT YyBCTBO TSKECTH
B 3aTBUTOYHOI 00JIACTH, CHIDKEHHE TTAMSITU Ha TeKYIIINe
COOBITHSI, KOTHUTUBHBIE PACCTPONCTBA, HapacTarolIue
CO BpEMEHEM TOJIOBHBIE 00JTM, MEHUHTE€AIbHbIE CUMITTOMBI
0e3 TTOBBIIICHUS TeMIICPaTyphl Tejla, YMEPEHHBIE TTape3bl
koHeuHocTeil. [Tpu capkorgose ¢ 00beMHBIM MOPaKeHUEM
TOJIOBHOT'O MO3ra pa3BUBAIOTCS SMIIECNTH(HOPMHBIE TTPH-
MaaKy, U3MEeHEeHUs Icuxuku [1, 2, 36].

1.6.1. KnuHuyeckue nposieneHus capkoudosa
8HeJ1e204HOU NIoKanu3ayuu

Tlopadicenus kKoxcu TIpy cCapKOWI03€ BCTPEUAIOTCS C Ya-
ctotoii 10—56 % (B Poccun — 10—15 %).

Yanoeamas spumema (erythema nodosum) npencraBisieT
€000V BaCKYJIUT C IEPBUYHBIM IECTPYKTUBHO-Tpoude-
PaTUBHBIM TTOPAXKeHUEM apTEePUO, KATWILISIPOB, BEHYI.
B nepme HabmroaeTcst nepuBacKyJisipHasi TMCTUOLIMTapHAst
UHOUABTpaLUSs, TPU3HAKU CENTATbHOTO MaHHUKYIUTA.
ITeperopoaku moaKoXHOTO XKUpa YTOIIIEHbI U UHPWIBT-
PUPOBAaHBI BOCITAJIUTEILHBIMU KJIETKAMU, KOTOPBIE pac-
MIPOCTPAHSIIOTCS 10 TIEPUCETITAIBHBIX YIACTKOB XKMPOBBIX
JoyieK. YTOJIIEHUE Teperopoiok 00yCIOBIEHO OTEKOM,
KPOBOUTUSHUAMU U HEUTPODUIbHOU MHGbUIBTpALIUEH.
I'McTomaTOIOrMIeCKUM MapKepOM Y3JI0BATOM 3PUTEMBI
SIBJISIETCST HAIMYME T. H. paayaIbHbBIX TpaHyjaeM Muiepa
(Miescher) — pa3HOBMIHOCTH JIMIIOUIHOIO HEKPOOHMO3a —
KOTOPBIE COCTOSIT U3 XOPOIIO OMPENEIsIEeMbIX Y3JIOBbIX
CKOITJICHUI MEJIKUX TUCTUOLIMTOB, PACIIOIOXEHHBIX pa-
JIUaTbHO BOKPYT HEHTPATbHON paciieuHbl. CapkouoHbix
2PaHyneM y3108amas dpumema He codepicum, OUONCUsL ee
2/1€MeHmMOo8 He UMeem OUaeHOCMU4ecK020 3HAYeHUS.

Capkoudos koxcu BcTpeuyaetcst ¢ yactoroit 10—30 %.
CrieniibWIHBI Y3761, OJISIIKN, MaKyJIOMAITyJIe3HbIC 13-
MeHeHus, lupus pernio (03HOOEHHAs BoIYaHKa), pyo-
LIOBBIN capkouno3. [IposiBieHusT capkona03a BepOSITHbI
B yJ9acTKaX KOXW, MMEBIIUX paHee MMOBPEXICHMS, Kyaa
MOTJIH TIOITACTh MHOPOIHBIE Teja (PYOLIbI, IIIPaMBbI, TaTy-
UPOBKU U T. 11.). DTOI JIOKATU3aLUK CApKOWI03a CAeIyeT
yIeJsTh 0cO00e BHUMaHUE (KaK U MOPaXeHUIo Mepu-
depuueckux JIY), NOCKOIbKY B 3TOM ciiyyae OUOICUs
ITO3BOJISIET M30eKaTh 00Jiee TPaBMAaTUIHBIX TIPOLICAYD.
Lupus pernio NposiBISIeTCS UHAYPATUBHBIMU OJISILIKAMU

C U3MEHEHHMEM 1IBeTa Ha HOCy, 1lieKax, rydax v yiiax,
YacCTO COCYIIECTBYET OMHOBPEMEHHO C KUCTaMU KOCTEM
1 JIETOYHBIM (Drdopo30oMm. JIpyrre KoxKHbIe M3BMEHEHUS TIPU
capKoM103e BKJII0Ya0T B cebs aHruosmtonoua bpoka—Ilo-
Tpue; MOAKOXHbIE capKoubl Jlapbe—Pyccu, MITHUCTBIN,
JINXEHOWIHBIN, TICOPUA30ITONOOHBIIN CapKOWIBI, MEJIKO-
Y3CJIKOBYIO ¥ KPYITHOY3JI0BaTyI0 (DOPMBI, PEIKO — TICOPH-
a30MOMO00HbBIC U SI3BEHHBIE (DOPMBI, UXTHO3, aJIOIEIIHIO,
TUIEeP- U TUIIONUTMEHTUPOBAHHbIE TSITHA, TTOpaXkeHue
HorTteil. Kak mpaBuio, XxpoOHMYECKHE CapKOUIHbBIC 13-
MEHEHUSI KOXU HE COMTPOBOXIAIOTCS OOJIBIO WU 3YIOM,
HE U3BSI3BIISIIOTCS.

Pasnuuarorca caenytoime ¢GopMbl CapKoOUI03a KOXU:

*  KJIMHUWYECKM TUTIMYHBbIE (KOXHBIN capkou beka);
* aHHYJSIpHBIC, UHAYPAaTUBHBIC OJsTIIKU (granuloma

annulare).

l'ucTonornyeckass KapTuHa cCapKoMI03a KOXH XapakK-
TepU3yeTcs HAIMINEM Y€TKO OYEPUCHHBIX SITUTETNOMI-
HOKJICTOUHBIX TpaHyJieM, 0€3 BOCTIATUTSIIbHOU peaKIInu
BOKPYT M Ka3zeo3a (MOXeT BCTpeuaTbesl (GuOPMHOMITHBIN
HEKpO03); HAIMYMEM Pa3IMYHOTO YMCJIa TMTAHTCKUX KJle-
Tok Tutia [TuporoBa—JlaHrxaHca v TUITA MTHOPOIHBIX TET;
HEM3MEHEHHBIM WJIM aTPOMUIHBIM SITUACPMUCOM. DTHU
MPU3HAKKU UCTIONB3YIOTCS MpU 1 depeHIIMaTbLHOM T1ar-
HOCTHMKE CapKOU103a KOXU U TYOepKyJIe3HOI BOTYAHKMU.

O3HoOneHHas 6onuaHka (lupus pernio) — XpOHUYECKOE
peLMINBUpYIOIIee ITopaXkeHNe KOXH HOca, IIEK, YITHBIX
PaKOBUMH U MaJblIeB, pexXe — JI0a, KOHEUHOCTEI U SITO-
IIUII, BBI3bIBAET CEPbE3HbIE KOCMETUYECKHUE Ae(PEKTHI.
YacTo sIBIIIeTCS OMHOM U3 COCTABISIOIINX XPOHNIECKOTO
CcapKoMI03a C MopakeHNEeM JIETKMX, KOCTeH, I1a3, OHa
He TIPOXOIUT CIIOHTAHHO, YaCTO PE3UCTEHTHA K TepareB-
TUYECKUM U XUPYPTrUYecKrUM BozneicTBusiM. [TopaxkeH-
HbIE€ YY4ACTKN KOXMW YIJIOTHEHBI, OKpaIlleHBl B KPaCHBI,
MypHypHbIA Wi GUOJEeTOBBIN 1IBeT. PeliuauBhl yalie
B 3uMHee BpeMmd [1, 37, 38].

Ilopasxcenue opeana 3penus npu capkoudoze OTHOCUTCS
K HanboJiee OTIaCHBIM; IIPU 3TOM TPeOYIOTCSI BHUMaHUE
Bpadeil M JIedeHUEe, ITOCKOJIBKY OHO MOXKET ITPUBECTH
K 3HAYNTEIbHOMY CHIDKCHUIO U TIoTepe 3peHust. Berpe-
yaeTcs MPU capKOKIo3e MPUMepPHO B 5—25 % ciydaes,
u3 Hux 70—75 % npuxoguTcst Ha MEepeIHUil yBEUT, 25—
30 % — Ha 3a[HUIL YBEUT, peXe — MOPaKEHUsI KOHBIOH-
KTHUBBI, CKJIEPBI U pady>KHOI 000JT0UYKHU. YBEUT SIBISICTCS
cocrapisiionleit cuHapoma Xeepgopara—BanneHcrpema.
[MopaxkeHure capKonI030M 3pUTEJILHOTO HepBa BCTpeyaeT-
csl HeYacTo, HO SIBJIAETCS TTOKa3aHUeM IIJIST JJINTEIBHOTO
neuennst cI'’KC. Jlng gereii no 5 net xapakTtepHa KJIMHUYE-
cKas Tpuazaa B BUIE YBEUTa, MOPakKeHUs KOXU U apTpuTa
0e3 mopaxeHus Jierkux [1, 39].

Caproudos nepugpepuuecrkux JIY, TOCTYITHBIX ITaJTbIIa-
uuu, Bcrpevaetcs B 10—25 % ciyyaes. Yaiue B mipoliecc
BOBJIEUEHBI 3aJHUE U TlepeaHue meiinbie JIY, Hagkmo-
YUYHBIE, JIOKTEBEIE, TOAMBIIIICUHBIC U TTaXoBbIe. JIY TU10T-
HO3JIACTUYECKON KOHCUCTEHLIUU, HE Pa3MITYaloTCs U He
00pa3ytoT cBuieid. [Tpu rucToIOrn4ecKoM ncciaeI0BaHuI
yaajneHHoro JIY u oOHapy:KeHUU B HEM BMUTETUOIHO-
KJIETOUHBIX I'PaHyJIeM TPeOyeTCsl COMOCTABIEHUE C KITH -
HUYECKOI KapTUHOU 1 MMOpaXkKeHUEM IPYTHX OPTaHOB IUIST
nnddepeHIMaTbLHON TMArHOCTUKN CApKOMI03a U CapKo-
UIHOM peakumu [36, 40].
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Ilopaxcenue ceaesenxu npu caproudose (10—40 %) Bctpe-
YaloTCs B BUJIE CIUICHOMETaIMK 1 TutiepcruieHn3ma (1—-5 %
CJIyJaeB) — YBEJIMUCHHE CEJIE3eHKU B COUCTAHUM C YBEITH-
YeHUEM KOJIMIECTBA KJICTOUHBIX 2JIEMEHTOB B KOCTHOM
MO3Tre 1 yMEHbIIEHUEeM (DOPMEHHBIX JIEMEHTOB B IepH-
(epuyeckoit KpoBU (IPUTPOLIUTOB, JIEHKOILIUTOB U / WIU
TpoMOonnTOB). CIIJIeHOMeranus BoIsIBisIeTcs Tipu Y3U,
MPT- u KTBP-uccnenoBaHusix, mpu 3TOM OPOBOIUTCS
nuddepeHInaNIbHas IMarHOCTUKA ¢ HEOTIaCTUYECKUMU
1 MHGbEKIMOHHBIMY 3a001eBaHUsIMU. B cenezeHke MoryT
ObITh TaKXKe oyaryd win ¢okychl. [TopaxkeHue cene3eHKU
MOXKET TIPOSIBIISITHCST KITMHUUYECKU TUCKOMMOPTOM U OOJTBIO
B OPIOILIHO MOJIOCTU, TPOMOOLIMTONIEHUEN C IMypIypoid,
arpaHyJoLMTo30M. BeicOKoMH(bOpMaTUBHA UTOJTbHAST OMO-
Tricus cene3eHKu ron KoHtpojeMm KT wmu Y3U, Ho mipolre-
JIypa MOXeT OBITh OTIACHOM, €CJIM TTOPaXKeHUE PACTIONOXKEe-
HO OJIM3KO0 K BOPOTaM WJIM JIOKAJIM30BaHO Ha Meprdepun.
YMepeHHas CrieHOMeralusl He OTSTOIAeT TeUEHUST cap-
KOMI03a, TOrJa KaK MacCUBHASI SIBJIIETCS YTPOKAIOIINM
COCTOSTHMEM , TIPU BBIPAsKEHHBIX CHCTEMHBIX TTPOSIBIICHUSIX
MPOBOIUTCS CIIIeHaKTOMUS [1, 2, 41].

Caproudos kposemeopHoil cucmemol BCTpEUaeTcs pel-
KO, TIOATBEPKAACTCS HATMIMEM 3MUTCINOMTHOKIICTOU-
HBIX TPaHyJIeM B KOCTHOM Mo3re. OTHUM U3 TIPOSIBIIe-
HUI HeKa3enULUPYIOIIMXCS TPaHyJieM KOCTHOTO MO3ra
MOXeT OBITh JINXOPaIKa HESICHOTO TeHe3a B COYeTaHUU
¢ muMdoIIeHNeH u nuToleHueit. Yalre Bcero mopakeHne
KPOBETBOPHOI CHCTEMBI BBISIBIISIETCS TIPH ITOJTMOPTaHHOM
capkounose [1].

Ilopasxcenue nouex nMpu capkKoumo3e BCTpeyaeTcs
y 5—30 % nanmeHToOB — OT CYOKIMHUYECKOM TTPOTEUH -
YPUH 10 TSLKEJI0TO HE(DPOTUIECKOTO CMHAPOMA, TyOyI0-
UHTEPCTULIMAIBHBIX HAPYILIEHUMA U MTOYEYHON HEAOCTa-
TOYHOCTU; MOXET OBbITh 00YCIOBIEHO (hOPMUPOBAHUEM
rpaHyJIeM U Hecleln(pUIeCKNM BOCTIAIMTEIBHBIM IIPO-
1eccoM (HapyIIeHUs MUKPOLIMPKYJISIIIUU, OTEK, BacKy-
JIUT), a TaKXKe HApYLIEHUSIMU 3JIEKTPOJIUTHOTO OanaHca.
I'paHysnemMbl B moukax yauie JOKaJIU3yITCsl B KOPKOBOM
cioe. [TpmunHOI1 HedpoImaThu Ipu capKOUI03¢ OBIBAIOT
HapyIIeHUsT OOMeHa KaJbIIUsl, TUTICPKATBIIUEMUS U TU-
nepkaabLuuypusi. KanbiueBolii HepoauTras BhISIBISIETCS
y 2—10 % mauueHTOB ¢ capkouao3oMm |1, 42].

Ilopascenue onopno-osueameavnozo annapama 1pu
CapKOMI03¢ BCTPEUACTCS YaCTO B BUJIE CYCTaBHOTO CHH-
IIpoMa, TOraa Kak M30JMPOBaHHbBIEC TTOPaKeHUsT KOCTei
Y MBI — 3HAYUTEJTbHO pexe.

ITlopasicenue cycmasose (TOJICHOCTOITHBIC, KOJICHHEIE,
JIOKTEBBIE CYCTaBbl) TIPM CapKOMUI03¢ HauboJIee YacTo
BCTpeuaeTcs B cocTaBe cuHapoMa JleprpeHa u jocturaer
88 % mipu ocTpoM TeueHUH capkouao3a. Hapsimy ¢ aptpu-
TOM TIPU CaApKOUI03€¢ OIMCAHBI ITIEPUAPTPUTHI (OITyXaHUE
MSTKMX TKaHel, Mpuiexalmnx K cycTaBy), TEHIOCUHO-
BUUTHI, TaKTUJIUTHI, TOPAKEHUST KOCTE! U MUOIIaTUH.

OcCTpblif apTPUT MPU CAPKOUA03€ YaCTO MPOXOAUT
CIIOHTAHHO U pa3peliaeTcs 0e3 MoCcIeaCTBUA. XpoHUUe-
CKUIA apTPUT, XOTh M MEHEE TUITMICH, MOXKET ITPOTPECCH -
poBaTh U BhI3BIBATH Aeopmalinu cyctaBoB. uddepeH-
LMaibHasl IMAarHOCTUKA TTPOBOJAUTCSI C PEBMAaTOUTHBIM
apTPUTOM.

Caproudos kocmeii (1—39 %) vaie nposiBiisieTcst 6ec-
CUMIOTOMHBIM KUCTOMIHBIM OCTEMTOM MaJIbIX KOCTEH pyK

U Hor. JIuTuyeckue mopaxkeHus peaKku, JOKaIU3YIOTCS
B TeJIaX IMTO3BOHKOB, JUIMHHBIX KOCTSIX, Ta30BOM KOCTHU
1 JIOTIATKE ¥ OOBIYHO COMIPOBOKIAIOTCST BUCIICPATbEHBIMU
nopaxeHusiMu. TobKO OMOIICHST KOCTU TTO3BOJISIET YBE-
PEHHO FOBOPUTH O HAJTMYMU SITUTEIMOUIHOKIETOYHOTO
rpaHysiemaro3a. [TopaxkeHue KOCcTell MmajablieB MPOsIBIs-
eTCs KOCTHBIMU KMUCTaMM TePMUHAIBHBIX (pajaHT 1 IU-
cTpodueit HOTTel, ABIsIeTCS MPU3HAKOM XPOHUUECKO-
ro capkounosa. CiuuHTUrpaduyeckass KapTuHa CXoIHa
C TAaKOBOI TP MHOXXECTBEHHBIX METACTa3X B KOCTH P
3JI0KAYECTBEHHBIX OITYXOJISIX.

Tlopasxcenue kocmeii yepena BCTpeIaeTCs PEIKO U IMPO-
SIBJISIETCSI KUCTOMIOAOOHBIMU 00pa30BaHUSIMU HUXHEH
YeJII0CTU, KpaliHe peKo — KOCTEel CBOJia yepera.

Ilopaxcenuss no3éoHoyHuKa TIPOSIBISIIOTCS OOJIBIO
B CIIMHE, TUTUYECKUMU U IeCTPYKTUBHBIMU U3MEHCHU -
SIMU TTIO3BOHKOB, UMEIOT CXOJCTBO C aHKWJIO3UPYIOILIUM
CMIOHAWLTUTOM.

Capkoudos moiuy TIPOSBIISICTCST 00pa30BaHUEM Y3II0B,
rpaHyJIeMaTO3HBIM MMO3UTOM U MuoTaTueil. Jlnaraos
MOATBEPXKIaeTCs Mpu onorncuu Muiil [ 1, 43].

Capkoudo3 omopuHoAapuUH20402UMeCKUX 0P2AHO8 U PO-
moeoii noaocmu coctasisietr < 1 % ciiydaeB capKougo3a.
Yare Bcero 3To ciaydaiitHbie HaXOnKu. CUHOHA3ANbHbBL
capkoudo3 TIPOSIBIISIETCST HecTIeLIMDUUECKUMU CUMIITOMA-
MU — 3aJI0KEHHOCTBIO HOCA, pUHOpeeli, 00pa3oBaHEeM
KOPOK Ha CITU3UCTOM, HOCOBEIMM KPOBOTEUCHUSIMH, 00-
JIBIO B HOCY, HapYIICHUSIMU OOOHSTHUS. DHIOCKOITNYE-
CKU BBISIBJISIETCS] KAPTMHA XPOHUYECKOT0 PUHOCUHYCHTA
C y3J1aMU Ha TTIeperopoKe 1 / WK B HOCOBBIX pAKOBMHAX,
¢ obpa3oBaHMEM KOPOK, MOTYT OOHAPYKUBATHCST METKIE
CapKOUIO3HBIC Y3eJKH, Yallle — Ha HOCOBOM TIEPETrOpOIKe
U BepxHel HocoBoit pakoBuHe. [1pu nnarHoctuke Tpedy-
eTCsI TUCTOJIOTUYECKAasT BepU(DUKALIHST.

Caproudo3 muHOaAuH MOXET TIPOSIBISIThCS OSCCUMIT-
TOMHO TTPOTEKAIOIINM OTHO- WJIM IBYCTOPOHHUM YBe-
JIMYeHVeM HEOHBIX MUHIAIMH, B TKAHU KOTOPBIX MOCIIE
TOH3WUTSKTOMUH BEISIBIISUTUCH HEKa3eN(PULIMPYIOIIeCs
TpaHyJICMEL.

Caproudo3 eopmanu IPUBOIUT K nuchoHnm, quccha-
ruu, Kauumo. OOHapyXUBalOTCSl OTEK U dpUTeMa CIU3M-
CTOM, y3€JKU 1 y371bl. [{larHo3 moaATBEpXKaaeTCsl OUOICU-
eif. CapkonI03 TOpTaH! MOXKET IIPUBOIUTD K YIpoOXKaio-
1IEH IJ15 )KM3HU OOCTPYKIIMU IbIXaTeIbHbIX MMYTEN.

Capkoudo3 yxa OTHOCUTCS K 0CO00 pPeIKUM JIOKAJIH-
3alMsIM 3a00JieBaHUST U OOBIYHO COUYETAeTCsl C APYTUMU
JIOKaTM3ausIMu 3a00JieBaHus. [1posBIIsieTcss CHIDKEHIEM
cJIyXa, 3BOHOM B YIIIaX, TIyXOTOM, BECTUOYJISIPHBIMU pac-
crpoiictBamu. CapKouIo3 MOXET BbI3bIBaTh CEHCOPHO-
HEBPAJIbHYIO MOTEPIO CIyXa Pa3HOW CTEMEHU TSIKECTH.
OTMeueHBI CITydan ¢ TTopaXkeHUeM CPEeITHETO yxa M KOH-
TYKTUBHOU TYTOYXOCTBIO.

Capkoudo3 nosocmu pma u 13viKka BCTpeYaeTcss HEYacTo
U TIPOSIBIISIETCS ONTyXaHUEM M U3bI3BICHUEM CIIM3UCTOMN
000JTOUYKM TIOJIOCTH PTa, sI3bIKa, Ty0, neceH. OpodaprH-
reajibHbIi CapKOUI03 MOXET ObITh IPUYMHOK HOYHOTO
00CTPYKTUBHOTO alTHO3 KaK eAMHCTBEHHOTO MPOSIBJICHUSI
3aboneBaHusl [ 1, 44].

Capkoudos cepouya (kapouocapkoudos) (2—18 %) sB-
JIIETCSI OMHUM M3 KU3HEYTPOXKAIOIIUX ITPOSIBICHUMA
CapKoMI03a, OH XapaKTepU3yeTcsl OorpeaeeHHOM aBTO-
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HOMHOCTBIO, HE coBMaaas ¢ azaMu mpollecca B JerkKux
u BIJTY. 1o KIMHWYECKUM MPOSIBICHUSIM BbIACISIIOTCS
3 OCHOBHBIX CUHAPOMA:

* 00JIeBOI (KapauaarnIecKuii);

* apUTMHUYECKUIl (MpOSABIAEHUS HapYLIEHUI pUTMa

U TIPOBOAVIMOCTH);

* CHHAPOM HEIOCTATOYHOCTHU KPOBOOOPAIIICHMSI.

Paznmuuatorcst dynbMuHaHTHBIE (BHE3aITHas cepaey-
Hasi CMepTh, UH()APKTONMOJ0OHbBII BApUAHT, KapAMOTEeH-
HBII 1I0K), OBICTpOIIpOrpeccupylolre (¢ HapacTaHUEM
TSDKECTH TIPOSIBIICHU 10 KPUTUIECKOTO YPOBHS B TeUE-
HUEe MaKCUMYM |—2 JIeT) ¥ MeIJIEHHO TTPOTpeCcCUpyIoLIre
(XpoHMUECKHE, C pEUUIAUBAMU U YIYUIIEHUSIMU ) BapUaH-
ThI TEUEHUSI Kapauocapkounno3a. Jlnarnos Kapamocapko-
MI03 JOJIKEH OBITh OCHOBAH Ha pe3yJibTaTaX MHCTPYMEH-
TaJIbHBIX 00CJIeI0BAHUI 1 ITPY BO3MOXKHOCTH — OMOIICUM.

JlabopamopHuix mapkepog, cielii(pUUHBIX IJ11 Kapauo-
capKoM103a, B HACTOsIIIIee BPeMsI He CYIIIeCTBYeT.

Yacmoma eviseaenus DKI-namosoeuu 10CTOBEPHO
3aBUCUT OT XapaKTepa rpaHyJIeMaTO3HOIO TTOPAXKEHUS
Cep/lia ¥ pa3BUTUSI IOCTCAPKOMIO3HOIO CKiiepo3a: 42 % —
IIPY MUKPOCKOITYECKOM ThTie ¥ 77 % — TIpy OOIIUPHO
rpaHyJIeMaTO3HON MHPMIbTpaun. g yTOUHEHNST O -
arHo3a MPOBOAMTCS cyuHmuepagus muoxapoa ¢ neppysu-
OHHBIMU panurodapMalieBTHIecKUMHU Iipenapatamu, MPT
cep/ila ¢ OTCPOYEHHBIM KOHTPACTUPOBAHUEM TUITUI -
TIeHTAaIeTaTOM TaJIO0JIMHMS, TTO3UTPOHHASI SMUCCUOHHAS
tomorpacdus (ITDT) [1, 45, 46].

Heiipocapkoudos Bctpedaetcst B 5—10 % caydaes. Bol-
JIEJISIIOTCST CJIEAYIONINE KIMHUYECKKE TTPOSIBJICHUST Heli-
pocapKoumo3a:

* TIOpaxkeHME YEPEITHBIX HEPBOB;

* [opaxkeHue 000JI0YeK FOJIOBHOIO MO3Ta;
* HapyleHHsT QYHKIIMY THITOTaIaMyca;

* TIOpakeHMS TKaHW TOJIOBHOTO MO3Ta;

* TIOpakeHMSI TKAaHW CITMHHOTO MO3Ta;

*  CYIOPOXHBII CUHIPOM,;

* mepudepuueckas HelipomnaTusi;

*  MMOTIATHS.

B rpaHyneMaTo3HBIN TIpolIecC PU CApKOUI03€ BO-
BJIEKAIOTCSI JIIOObIE OTIEbI LIEHTPAJIbHOI U Mepudepu-
YeCKO HEPBHOU CHCTEMBI B OTIIEIbHOCTY WJIA B pa3iny-
HOM COYeTaHWU. XapaKTePHBI 3KaJIO0bI Ha XpOHNYECKIE
TOJIOBHBIE OOJIM TYIIOTO, 3HAYUTEIBHO PeXe — OCTPOTO,
MHOTIa MUTPEHO3HOI0 XapakTepa; YMepeHHOe, PEaKO —
WHTEHCUBHOE TOJIOBOKPYXEHME, KaK ITPaBujIo, B BEPTH -
KaJJbHOM TIOJIOKEHUM TeJjla; TTOKaYnBaHUe TIPU XOIb0e;
TTOCTOSTHHYIO THEBHYIO COHJIMBOCTD; HapyIIeHUs (DyHK-
LIMU aHaJIM3aTOPOB (BECTUOYISIPHOTO, BKYCOBOIO, CIIy-
XOBOT'0, 3pUTEJILHOTO, OOOHSITEIBHOI0), OMMUCAHbI M1~
serrtudpopMHBIe Tpumanky. CapKonmos rurmodusa MoKeT
TIPOSIBISITHCS] HAPYIICHUSIMU er0 (YHKIIMU WU UMIIOTEH -
uueii. B amarnoctuke Beayuiee 3HaueHue nmeror KTBP
u MPT-uccnenoBanusi. HeliponaTusi MeJKuX BOJIOKOH
Hapsay ¢ HecleMMOUIeCKOl CUMITTOMATUKO TTONTBEp-
JKIAeTCsl KOJMYECTBEHHBIM TECTOM Ha TEMIIEPaTypPHYIO
YyBCTBUTEAbHOCTD [1, 47, 48]. TIpu uckiitoueHUn Beex
JIPYTUX IPUYWH IMOPasKEHUST HEPBHOM CUCTEMbI BBIIEIISI-
I0TCS CIIEAYIONINE TUITHI HepoCcapKonmo3a:

* BO3MOXHBIN (KJIMHUYECKAsT KapTUHA W PE3yIbTaThl
00cie0BaHNST HEPBHOM CHCTEMbI MTPEATOIaraloT Heli-

pPOCapKOUI03, HO HET TMCTOJIOTMYECKOrO MOATBEPKIe-

HUsI);

* BEpOSITHBIN (KOTIa IpY COOTBETCTBYIOIINX Heiipocap-
KOMIO03Y MPOSBICHUSIX U PE3YJIbTaTaXx 00CIeI0BAHUS
UMEETCsI TUCTOJIOTMYECKOE MOATBEPKAEHUE CUCTEM -
HOTO CapKOMI03a);

s ompenefeHHBINH (TIPU HAJTUYUKM COOTBETCTBYIOIINX
HEeHpocapKoOuI03y KIMHUISCKUX CUMIITOMOB U pe-
3yJIbTaTOB MCCJIEIOBaHUS, BKJIIOYast MOpGhOIoruye-
CKYI0 KapTUHY TTOpaXXeHUsI HEPBHOM CUCTEMBI cap-
Kouzmo3oMm) [49].

Caproudo3 opeatoé 3HOOKPUHHOU CUCMeMbl CUUTACTCS
PEIKUM SIBJIEHMEM, HO BCE e MOXET BCTPEYaThCs B py-
TUHHOW MPaKTUKE.

Capkoudos Mo4enon08uix opeanos y JceHuuH KpaitHe
penok. CapKonmo3 MOYEBBIBOISIINX ITyTEH TTPOSIBIISICTCS
CHIDXEHUEM CUJIbl CTpyU Mour. CapKoua03 HapyKHbIX
TTOJIOBBIX OPTAHOB SIBJISIETCS] OYEHb PEIKUM COCTOSTHUEM,
TIPOSIBIISIETCST Y3€IKOBEIMU N3MEHEHUSIMU BYJIBBBI M KOKU
nepuaHaibHOM obnacT. Capkonmo3 MaTKM HauboJiee
OIaCcHO TPOSIBJISIETCSI KPOBOTEUEHUEM B TOCTMEHOIIAY3€.
JlnarHo3 yctaHaBIMBAETCs CYYaitHO MOCJIe TUCTOJIOTH -
YeCKOTO MCCAeAOBaHUS MaTepHaa, ITOJyYeHHOTO IIpU
KIopeTaxke Wiu yaajaeHun MaTku. [TopaxeHue damio-
MUEBBIX TPYO MPU CapKOUI03€ BCTpeyascs KpaitHe peaKo
Y >KEHIIMH ¢ TTOJIMOPTraHHbIM MopaxkeHuem [1].

Capkoudos Moa04HOI Jcene3bl BBISIBIASETCS TIPA 00-
CJICIIOBAHUM TTI0 TIOIO3PEHUIO Ha PaK MOJIOYHOM KeJIe3hl.
JInarHoCTUpPyeTCs TpyU OMOTICUU TIOTHOTO 6e300J1e3HEH-
HOTro 00pa3oBaHUs B MOJIOYHOM 3Kejie3e Ha OCHOBaHUU
BBISIBJICHUST MHOXKECTBEHHBIX HeKa3eU(PUIIUPYIOLIIXCS
rpanynemM. Heobxonuma nuddepeHmanpHast 1Mar{o-
CTHUKa C TyoepKyne3om [1].

Capkoudos u bepemennocms. CapKonI03 HeJb3sl pac-
CMATPUBATDH KAK COCTOSIHUE, IPH KOTOPOM YACTO U CEPhe3HO
HapylaeTcs 1eTopoaHast (PYHKIuMs xKeHIMHbL. B 0obIuH-
CTBE cllyyaeB O€peMEHHOCTh MOXHO COXPaHUTb, HO B Ka-
KIIOM CJTydae BOIIPOC MOJDKEH PeIaThes MHAWBUIYAJILHO,
a ImaTpoHaxX OepeMEeHHOM TOJDKHBI BECTH KaK BpauM JKeH-
CKO¥1 KOHCYJIBTAlIUM, TaK U CIIEIIUAIMCTHI TT0 CAPKOUIO03Y.
OCHOBHBIMU TIPOOJIEMaMU SIBASIIOTCSI TEPATOT€HHOCTh
MPOBOIMMOI TEpANMU U CTETIeHb HEIOCTAaTOYHOCTH Op-
TaHOB U CUCTEM KCHIIMHEL.

Capkoudo3 mouenono8slx 0peanos y myxucuuH KpaiiHe
PENoK.

Capkouoo3 cemeHHUKA U NPUOAMKO08 CXOX WU MOXET
COUYeTaThCS C OHKOIIATOJIOTHEH TOM Ke JTOKaIu3allnu,
rpaHyJieMaToO3Hasl peaKirs MOXET COMPOBOXIATH OITy-
XOJIEBBII MPOLIECC, He SIBJISISICh MPU3HAKOM capKoMI03a.

Capkoudo3 npedcmamenvHoll Jcene3vbl HE UMEET CTie-
IU(PUIECKUX TIPU3HAKOB U CO3IaeT TPYAHOCTH B AUd-
depeHIMaTbLHOI TUarHOCTHUKE C paKOM MpeACTaTeTbHOM
>KeJ1e3bl, TOCKOJIBKY MOXET COMTPOBOXKIATHCS TTOBBIIIIEH-
HBIM YPOBHEM ITPOCTATUYECKOTO CIEeIM(pUIECKOTO aHTH -
rena [1, 50].

1.6.2. [TopaxeHue opaaHos cucmeMbl NUWjE8aPEHUS
Capioudos caronnsix scenes (6 %) TPOSIBISETCS IBYCTO-

POHHUM OIyXaHMEM OKOJIOYIIHBIX CIIOHHBIX Kejie3,
BCTpeuyaeTcsl B cocTaBe cuHapoMa Xeepdopara—Banb-
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neHcrpema. CrenyeT nudhepeHLIMpoBaTh C UBMEHEHUSIMU
MPU XpPOHUYECKOM CUajloaieHuTe, TyoepKyJie3e, 00Je3HU
KOIlTaubeii IIapaliHbl, AKTHHOMMKO3¢ U cuHapome Lller-
peHa.

Capkoudos nuwesoda — KpaitHe penkasi JOKaau3alusl.
PasBuBaroTCsT TpaKIIMOHHbBIE TUBEPTUKYJIBI TIPU TPaHy-
JileMaTo3HOM BocnajieHnu JIY cpemocTeHUs, omrcaHa
BTOPUYHAS axayia3us BCIACICTBHE CAapKOMI03a IMUIIEBOIA.

Capkoudos yncesyoxa MpoTeKaeT KaK IpaHyJeMaTo3-
HBII TACTPUT, MOXKET OBITh IPUIMHON 00pa30BaHUS SI3BEI
1 3KeJTYIOYHOTO KPOBOTCUCHHUSI, 00Opa30BaHUIA, CXOTHBIX
¢ MOJIUTIaMHU TIpU racTpockoruu. ITokazaHa ructonoru-
yeckasl Bepudukauusi.

Capkoudo3 KuueyHuKa — Kak TOHKOT0, TaK U TOJICTO-
IO — MPEACTABIICH B IUTEPAType ONMMCAHUSIMU OTIETbHBIX
CJIydJaeB, TTONTBEPXKICHHBIX TUCTOJIOTUICCKIMU MCCIIEIO-
BaHUSMU OMONTATOB. MOXET COUETaThCsl C OTpaHUYEHHOM
1 MAacCUBHOW abOAOMMHAILHOU JTuMbaaeHOaTUEN.

Caproudos newenu OTHOCHUTCS K yacToit (66—80 %
cly4yaeB) JOKaJIU3allMy 00JIe3HHU, YacTO MPOTEKAIOIIEH
o6eccumntomHo. ITo ganHbIM peHTreHoBcKoil KT opra-
HOB OPIOIIHOM TOJIOCTH BBISIBIISIIOTCS MHOXKECTBEHHBIC
0YaroBble M3MEHEHUS TOHKEHHOM TUIOTHOCTH B TICUCHU
u cese3eHke. Capkouio3 neuyeHu ToIbKo B 1 % ciydaeB
MPUBOIUT K IUPPO3Y U MOPTATbHOI TMTIEPTEH3UU.

Tlodxcenydounas xnceneza nopaxaercst peko, u3Me-
HEHMs MOTYT HaIOMUHATh paK. Y */, MallMeHToB ¢ cap-
KOMIO030M MOMXKETYIOIHOM Xeae3bl 0OTMedaeTcsT 00JIb
B XuBoTe. ONHUM U3 MEPBbIX TPU3HAKOB MOXET OBITh
XPOHWYECKU MTOBBIIICHHBIN YPOBEHb JIUIa3kl. B oTmenb-
HBIX CJIy4YasiX BCIECACTBUE CApKOMIO3HOM MHOWIBTpALINT
HOXKEIYIOYHOM XKeJIe3bl MOXKET Pa3BUTHCSI CaXxapHbIU
nuaber [1, 51].

1.6.3. Capkoudo3 y demeli u nodpocmrkos

V neteit u MOAPOCTKOB cTapiiie 4 ieT B OONbIIMHCTBE CITy-
YaeB MPOSIBICHUST CApKOMI03a HE OTIMIAIOTCS OT TAKOBBIX
Y B3POCJIBIX, C IIpeobiiagaHreM BHYTPUTPYIHBIX U3MEHE-
HWIA, yallle 3To noapocTku 13 et u crapiie. Beinensercs
T. H. CApKOMII03 C paHHUM HauyajoM 3a0ojieBaHus (y neteit
B Bo3pacTte 4 JIeT ¥ MOJIOXE, Y KOTOPBIX BHYTPUTPYIHEIC
TTopaxkeHUs KpaifHe penKn), JOMUHUPYET TpUama «apT-
PUT — YBEUT — TMOpaKeHUs Koxu» [52]. DTo pasnene-
HUE SIBJISIETCS KTIOYEBBIM B IMAarHOCTUKE U AuddepeH-
LIMAJIBHOM TMArHOCTUKE CapKOMI03a ABYX BO3PACTHBIX
rpym [53].

2. [inarHocTnka 3aboneBaHnsa UnNu COCTOSIHUSA
(rpynnbl 3a6oneBaHNit UNK COCTOAAHWM), MEAULIMHCKNE
NnoKa3aHusi M NPOTMBONOKa3aHNA K NPUMEHEHMIO
MeTOoA0B AUarHOCTUKM

Kpumepuu ycmarnoenenus duaenosa. JInarHo3 capkoumaos

YCTaHABIIMBACTCS B CIACIYIOIINX CAYIAsIX:

* Ha OCHOBaHMUU XaJloO M aHAMHECTUYECKUX JTaHHbIX
MalyeHTa;

* 10 pe3yJbTataM (PYHKIIMOHAJIBHBIX METOHAOB 00CIIe-
JIOBAHMUSI;

* IIpU UCKJIIOYEHUU APYIUX 3a001€BaAHUM;

* 10 IaHHbIM Ouorcuu [1].

2.1. XanoObI 1 aHamHe3

Kayo6w1 3aBUCAT OT BapraHTa TeUeHUS 00JIe3HU 1 JIOKA-
Jm3aunu npouecca. 2Kajao0bl 1 aHaMHe3 OTNTMCaHbI B pa3-
nene 1.6. «KnuHuyeckast KapTuHa».

2.2. dusnkansHoe obcnegoBaHue

IIpu ocMoTpe oOpaillaeTcss BHUMaHUE Ha U3MEHEHMUS
KOXXU, 0OCOOEHHO B 00JIaCTH CTapbIX pyOLIOB U TaTyUpO-
BoK. IIpu majgbnauuy MOryT ObITh BBISIBIEHBI 0€300J1€3-
HEHHBIC, IMONBVIXHBIC YBEIUUCHHBIE IeprhepruIeCcKre
JIY (vaiue Han- ¥ MOOKJIIOUMYHbIE, IEHHbIE U MTAXOBhIE,
peXe — JIOKTEBBIE), a TAKKE MTOIKOKHbBIC YINIOTHEHUS —
capkouabl apbe—Pyccu (MHOrAa — A0BOJILHO 60J1e3-
HeHHbIe). OCMOTP KOHBIOHKTUBBI U PaTy>KHOI 000JI0YKHU
IJ1a3a Mo3BOJISIET 3aM0J03PUTh YBEUT U ANUCKIepuT. [1pu
MEPKYCCUM M ayCKYJbTallM U3MEHEHUS BCTPEUYAIOTCS
npuMepHo y 20 % maLueHTOB ¢ capKoua030M. BaxHo
OLICHUTD Pa3Mepbl TIEYCHU U CeJIe3eHKH. SIBHbIC KITMHU-
yeckue MpusHaku apixareabHoit (JIH) u nerouHo-cep-
JIEYHOU HEIOCTATOYHOCTH BBISIBIISTIOTCSI TIPU CAapKOMI03€
OPraHOB IBIXaHUS CPaBHUTEIHLHO PEIKO, KaK IPaBUIIO,
B CJIy9ae pa3BUTHS BEIPAXKEHHBIX ITHEBMOCKIICPOTHUECKIX
n3MeHenuii ipu IV craguu [1, 36].

Yposenb yoenuteabHoCcTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

2.3. llabopatopHble AUarHoCTUYECKUe UCCNefO0BaHNS

OO0umii (KIMHUYECKUIT) AaHAJIN3 KPOBU PEKOMEHTYeTCs TIPO-
BOIUTH BCEM MallMEHTaM C capKoumo3oM. I1pm ocTphix
BapraHTaxX TEUSHUSI CApKOMI03a BbISBIISICTCS TTOBBIIIIEHUE
CKOPOCTH OCEIaHMsT SPUTPOLIMTOB, BOJTHOOOPa3HbIE N3Me-
HEHUS WA YMEPEHHOE MOBBIIIEHE KOTOPOI HaOIIIoIa -
I0TCS B TeUCHHE [UTUTEILHOTO BPEeMEHU ITPY XPOHUIECKOM
U MAJIOCUMITTOMHOM TedeHUH 0oJie3HU. JIeliKoLmuTo3 nepu-
(beprueckoii KPOBM BCTPEUAETCST ITPU OCTPOM U ITOTOCTPOM
TeUeHNU CcapKouI03a, a TakKKe Ha (pOHE TTPpUMEHEHUS
c¢'’KC. INpu3HaKOM aKTUBHOCTHU SIBJISTIOTCS TUMMOTIEHUS
U MOHOLIMTO3, MOBBIILIEHNE TTO0Ka3aTessi COOTHOIIIEHUS
HeiTpodunos u ntumbouutos (MHaeke Kpedcea).

TpomOomuTONEHHS TIPY CAPKOMI03C BCTPEUACTCS TP
TTOPaKEHUU TICUSHU, CeJIE3eHKM 1 KOCTHOTO MO3Ta, Tpeoy-
eTcs nuddepeHLManbHas JMarHOCTUKA C ayTOUMMYHHOM
TPOMOOLUTONIEHUYECKOM ypIypoii [1].

Yposenb yoenutenbHocT pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 5).

OueHka (PyHKIUM MOYeK PEKOMEHIYETCsI BCEM Mallu-
€HTaM TIpY NMEePBUYHON IMATHOCTUKE U JUMHAMUYECKOM
HaboneHuu He pexe 1 paza B 6 Mec., BKJIIOYAET B ce0s
001U (KIMHUYECKHIT) aHAJIMu3 MOYM, MCCIieTOBaHe
YPOBHSI KpeaTUHUHA B KPOBU, MOUEBUHBI B KDOBH, pacyeT
CKOPOCTH KJIyOOUKOBO# (puabTpaliuu no opmyiaam [1].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 5).

PekomenayeTrcss mIpoBOAUTH MCCIENOBaHUE YPOBHS
AHTUOTEH3MHOTEHA, €T0 TTPOU3BOIHBIX U AaHTUOTEH3WH -
mpeBpamammero ¢gepMmenTa (AIIP) B KpoBHu meTsIMm
1 B3POCJIBIM TTPU IEPBUYHOM TMATHOCTHUKE M B TMHAMUKE
C LIEJIbIO OLIEHKU aKTUBHOCTU 3a00J1eBaHUSI.
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Hopwma misa aktuBHoctu AII®D B Bo3pacte 6—18 et —
29—112 en., B Bo3pacte ctapuie 18 get — 20—70 en. [pu
TIepBUYHON TMATHOCTUKE CAapKOMI03a KIIMHUYECKH 3Ha-
YUMBIM OKa3bIBaeTCs YBEJIMUCHNE aKTUBHOCTHU CHIBOPO-
touHoro AIT®D > 150 % BepxHeii rpaHULIbI HOPMBI. Bbi-
COKYI0 akTUBHOCTb AIT®D B CHIBOPOTKE KPOBU CJIEAYET
TpaKTOBaTh KaK MapKep aKTUBHOCTH capKOMI03a, HO He
B Ka4eCTBe 3HAUMMOro auddepeHInaJIbHO-IMarHOCTH -
YeCcKOro Kputepus. Y neTeil Maaaliero Bo3pacra ypo-
BeHb AI® 3HAUNTETLHO KOJIEOIETCS M 5TO UCCIeIOBaHNE
O00BbIYHO He UcroJib3yercs [1].

YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

Pekomennyercs vicciienoBanue ypoBHst C-peaKTUBHOTO
OeJIKa B CBIBOPOTKE KPOBHU Y ITAIITMEHTOB C OCTPHIM CapKO-
WMI030M JUISI OLICHKW aKTUBHOCTH 3a00JIeBaHUSI.

C-peakTHUBHBIN 010K — OeJI0K OCTpOit (pa3bl Bocma-
JICHUSI MaJIOPETIPE3eHTaTUBEH KaK MHANKATOP aKTUBHO-
CTU 3TMUATEIMONIHOKIETOYHOTO I'paHyJieMaTo3a (B HopMe
< 5 mr / 1). YMepeHHOE TIOBBIIICHUE XapaKTepHO IS
cungpoma JledrpeHa u Ipyrux BapuaHTOB OCTPOTO Te-
YeHus1 capkonao3a. PekomMeHayercst py OCTPOM TeUEHUU
capkoupo3sa [1].

YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5)

PekomMeHnayeTcsa uccienoBaHue YpOBHeEN o01ero
1 MOHU3MPOBAHHOTO KaJIbIIMSI B KPOBU M OLIEHKA YPOBHS
KaJbLIKS B MOYE TIPU BBISIBJICHUM U TUHAMWYECKOM Ha-
omoneHuu. I'unepkanbiemust (5 %) npu capkouaose
paccMaTpuBaeTcsl Kak MposiBJIeHNEe aKTUBHOTO CapKOM-
no3a. I'mnepkanbuuitypust (25 %) BCTpedyaeTcs: ropasio
yaIie 1 SIBIsIeTCsT 00Jiee TOYHBIM METOIOM BBISIBICHUS
HapylLIeHUsT MeTabon3Ma Kajabus [1].

YpoBenb yoenutenbHOCTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5)

Hccnenosanme ypoBHeit nmMyHor100ymHoB (Ig) A, M,
G BkpoBu. IgA, -M, -G — 0coObIii BU 0€1KOB, KOTOpbIE
BBIPa0ATHIBAIOTCS TIOJT BIMSIHUEM aHTUTEHOB U 00Jaaa-
10T CITOCOOHOCTBIO CITEITN(UUECKU CBI3BIBATHCS C HUMMU.
OrnpeneneHre peKOMeHIAyeTcs IIPY IIepBUIHOM 00CTIeIO-
BaHUM LI AuddepeHmanbHO TMarHOCTUKY ¢ UMMY-
HOIE(UIIUTHBIMU COCTOSTHUSIMU, COITPOBOKIAIOIIIMMUCS
obOpa3oBaHUEeM IpaHyiaeM [54, 55].

YpoBennb yoeaurensHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 4)

BHyTpuKOXKHAS Mpoda ¢ TYOEPKYJI€3HbIM aJIJIepPreHOM
peKOMEeHIOBaHa BCeM MalleHTaM KaK 00si3aTeTbHasI TIpU
TIePBUYHON TMarHOCTHKE CApKOMI03a C IETbI0 YTOUHEHMS
JMarHo3a.

BHyTpukoxHas rpoba ¢ Ty0epKyie3HbIM aJIJIEPTEHOM
(Trpo6a MaHTy) TIpy aKTHBHOM CapKOMI03¢ OTPUIIATSIEHA
1o MeHblIeit Mepe y 80—85 % manueHToB, He TIoJTy4aBIIiX
cI'KC. Ipu neyeruu cI'KC y nmaimeHToB ¢ capKoua030M,
paHee MHMUIIMPOBAHHBIX TyOEPKYJIE30M, TPOOA MOXKET
CTAaHOBUTLCS TIOJIOKUTENBHOM. TyOepKyIMHOBasI aHEPTHSI
TIPY CapKOMI03€ HE CBA3aHa C TYOepKYJIMHOBOM UyBCT-
BUTEJBbHOCTBIO B 00111eit monyasiiuu. [TonoxurenbHast
peakuust MaHTy (TamyJjia > 5 MM) B ciiydyae npejrnosara-
€MOT0 capKouao3a TpeOyeT OYeHb TIaTebHOM audde-

PEHUMAIBHON TMATHOCTUKU U UCKITIOUEHUSI TYOEPKYJIe3a.
3HAYMMOCTh BHYTPUKOXHOM MPOOBI C TYOEPKYJIE3HBIM
ajuiepreHoMm (rpoda ¢ ajyiepreHoM TyOepKYJIe3HbIM pe-
KOMOWHAHTHBIM B CTAHAAPTHOM pa3BeAeHUN**) pu cap-
KOMI03¢ OKOHYATEIbHO HE YCTAaHOBJIEHA, HO B OOJIbIIIMH-
CTBE CJIy4aeB €€ pe3yJibTaT ObIBaeT OTPULIATEIbHBIM [1].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 5).

HccnenoBanue ypoBHsi IFN-y Ha aHTUreHb Myco-
bacterium tuberculosis complex B KpoBU (KBaHTUGhEPO-
HOBBII TECT) PEKOMEHAYETCS NETSIM W B3POCIBIM KakK
aJbTepHATHBA KOXHBIM TeCTaM C TyOepKYJIMHOM U TIPU
CcapKoua03€e 1aloT, KaK MpaBUIo, OTpULIATEbHbBIN pe-
3ysbTar [56—58].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 4).

2.4, MHCTpymMeHTanbHbIe AMarHocTyeckme nccnesoBaHus

Mertoap Busyammzanun. Daroopoepadus 1eekux u nputjenb-
Has peHmeeHoepagus opearos epyoHoil Kaemkiy PeKOMeHIy -
€TCS BCEM TallMeHTaM C LIeJIbIO IEPBUIHOM IMAarHOCTUKH
BHYTPUTPYIHOTO CAapKOMI03a, TMHAMUIECKOT0 HabJIIoIe-
HUS 1 OLIEHKU 3(PDEKTUBHOCTH JICUCHMUSI.

Han peHTreHorpamme manueHTa ¢ BHYTPUTPYI-
HBIM CapKOMI030M OOHAPYXKMBAIOTCS OoJjiee MU MEeHee
cuMMeTprYHOe yBenmueHne JIY KopHelt IeTKUX U cpeio-
CTEHUS U / WJIU ABYCTOPOHHUE 09arOBO-UHTEPCTUIINAITb-
HbIe U3MEHEHMUSI B JIETKUX. XapaKTepHO HECOOTBETCTBUE
MEXIly OTHOCUTETLHO YI0BJIETBOPUTEIbHBIM COCTOSTHU -
€M TTallMeHTa U pacIipOCTPaHEHHOCTBIO MTATOJIOTMIEeCKO-
ro mpoiecca. B penkux ciydasix BO3MOXHA aTUITMIHAST
KapTUHa — ogHOCcTOpoHHee yBenudyeHue BIJTY wnm JTY
BEPXHETO CPEIOCTEHMSI, OTHOCTOPOHHSISI TUCCEMUHALIMS,
¢ oKychl, MHOWIBTPATHI, TTOJIOCTH, OYIIIHI [1, 2, 5, 37].

VpoBenb yoeaurenpHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

Cnupanvuas KT nerkux peKoMeHayeTcst BceM MalueH-
TaM C 1IeJTbIO TIEPBUYHOM TUATHOCTUKY U TMHAMUIECKOTO
HAOJIIONEeHUS TTPU BHYTPUTPYIHOM capKonnose [1].

VYpoBenb yoeaurenpHocTn pekoMenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH J0KA3ATENbCTB — 5).

MPT cepaiia 1 MaruCTpadbHBIX COCYIOB M / WUJIM TO-
JIOBHOTO MO3Ta PeKOMEHIYIOTCS TMAIllMeHTaM C TTOI03pe-
HUEM Ha CapKOUA03 CepAlla U LEHTPAJIbHOW HEPBHOM
CHUCTEMBI C LIeJIbI0 YTOUHEHUs AuartHosa [1].

Yposenb yoenutenbHocT pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 5).

W3 paduonykauodnsvix memodog viccienoBaHusl Mpu
CapKOMI03€ OPTaHOB JIbIXaHUS B CIIEIIMAIM3UPOBAHHBIX
LIEHTPaX PeKOMEHIYeTCs CHUHTUTPpadUs JICTKHX Iepdy-
3UMOHHYIO ¢ Tajius (YGa) HuTpaToM, KOTopast BaxKHa J1J1s1
XapaKTePUCTUKIY BOBJICUEHHUSI MUKPOLIMPKYJISILIUN JIETKUX
u ¢pyHkuuu JIY Kkak B 30He JJOKaIU3alUU Mpoliecca, Tak
U B MHTAaKTHBIX OT/eJIax JIerkoro [58—62].

VpoBenb yoeaurenpHocTn pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 4).

JIist yTouHeHuUs JoKaJu3aluu npoiecca u nudoe-
peHIMATBLHON TMAaTHOCTUKU ¢ JIUMdoIIpondepaTuB-

3pech u nanee: ** — ieKkapCTBEHHbIE Mperaparhbl, BXOs1IMe B repeuyeHb «KM3HEHHO HEOOXOIMMbIE U BasKHEMIIIME JIEKAPCTBEHHBIE Mpernaparhbl».
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HBIMU U OIyXOJIEBBIMU 3a00JIEBAHUSIMU ITPU OTCYTCTBUU
MMPOTUBOITOKA3aHMI KaK K CaMoii TIpolieaype, Tak 1 K pa-
nrodapMIipeniapaTy BceM mamueHTaM (IeTsIM U B3po-
clibIM) peKoMeHayetcs BouirtonHeHUe [1DT 6ceco meaa
¢ mymopomponHsimu paduogapmnpenapamamu [1, 63, 64].
19T nos3BossieT MOMYyYUTh JOCTOBEPHYIO MH(MOPMALIUIO
00 aKTMBHOCTH Mpollecca, a B COUeTAaHUU C METOAaAMM
a"Hatommueckoi Busyanuzauuu (KT, MPT) — BeIsIBUTH
JIOKQJIM3A1I1IO TTOBBIIIIEHHOM MEeTab0INYECKOI aKTUBHO-
CTH, T. €. Tonorpauio paHee yCTAaHOBJICHHOTO aKTUBHOTO
capKoMa03a WU JOKAJU3allNuy TSI TIPOBEACHUS OMO-
ricun [1, 63, 64].

YpoBens yoeaurenpHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTENbCTB — 4).

Ypecnuuesoonas I3H00COHOpADUsL cpedoCmeHUs U IH-
doconoepaghuneckoe uccaedosanue mpaxeu u 6poHx08 pe-
KOMEHIYIOTCSI IPU TTIEPBUYHOM 00CIeT0OBaHUU KaK METO
BU3yaJIM3aliuy pa3Hbix rpynn JIV cpenocteHus, onpene-
JIEHUSI UX pa3MepoB, 0COOeHHOCTel cTpoeHus [1].

YpoBennb yoeaurensHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

Coomeemcmayrouwue memoost UHCMPYMEHMAAbHOU OU-
aeHocmMuKy PEeKOMEHIOBAHBI TTAIIUEHTAM C TIOT03PECHUEM
Ha reHepaJM30BaHHbBIN WM BHEJIETOYHBI CApKOUIO03
C LIeJIbI0 JMarHOCTUKM 3aboneBaHust — Y3U neyeHu, ce-
JIE3EHKU, TTOYEK, TTO/KEITYIOUHOM XKeJle3bl (KOMIUIEKCHOE),
no nokazanusim — MPT rojoBHoro mo3sra, cep/iia U Maru-
CTPaJIbHBIX COCYIOB, KOCTH, MITKUX TKAHEH; 9XOKapIH1O-
rpacusi, peHTreHorpadus opaxkKeHHO KOHeYHOCTH [1].

YpoBenb yoenutenbHOCTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

2.4.1. OyHKyuOHanbHas duaeHocMuKa

BceM manmeHTaM Ipu epBUYHON AMATHOCTUKE M B THA-
MMKE JIJIST OLIECHKM CTETIEHU IMOPaXKEHUS JIETKNX PEeKOMeH-
NyeTCs uccredosarue HecnposoyupO8aHHbIX ObIXAMENbHbIX
06semos u nomokxos (PXKEJI, o6beM popcupoBaHHOTO
BbIIOXa 32 1-10 cekynay (ODB,) u ODB, / ®XKEII, %).
KouesbiM rtokasatesieM seisiercss @KEJI. Criupomer-
pHIO ClIeIyeT IPOBOAUTH He pexke 1 pa3a B 3 MecC. B aKTUB-
Hy10 (ha3y mpoliecca U eXeroaHo — MpU MOCIeayIoImeM
HaOJIOIEHNN.

N3mepenne DL . peKoMeHIyeTCs TOJIBKO B YCIOBUAX
MyJIbMOHOJIOTUYECKUX WJIM AUArHOCTUYECKUX LIEHTPOB.
DL, (%,,,,) ABIsIeTCS ONHUM U3 Haubosee nHbopMa-
TUBHBIX TIOKa3aTeJiel TpU ONpeAeSIeHNN TaKTUKU BeJle-
HUS TTAIIMEHTOB C CAPKOMUIO30M U €ro TUHAMUYECKOM
HabroneHuu. OH BaxkeH MpU Ha3HAYSHUU JISYSHUS 1 TSI
OlleHKHU 3(P(HEeKTUBHOCTH TTPOBOIMMOI Teparvu.

Hapywenus ea3000mena npu capkoudo3e OLEHUBAIOTCS
Ha OCHOBAaHWM HACHIIIEHUSI KPOBU KHMCIOPOIOM (caTy-
pauusi) TOCPEACTBOM MYJIbCOKCUMETPUU B TTOKOE U MPU
BBITIOJIHEHM 6-MUHYTHOTO 11arOBOTO TECTA; YKa3aHHbIE
WCCIIeOBaHMS PEKOMEHIYeTCs TIPOBOIUTH Ha BCEX ITarax
BBISIBJIEHUS U HAOMIONEHU 32 nalueHToM. MccnenoBanue
KHUCJIOTHO-OCHOBHOTO COCTOSIHUS U F'a30B KPOBU PeKOMEH-
JIyeTcs B YCJIOBUSIX OTACJCHUS peaHUMAaIlui U UHTEHCUB-
HoW Tepanuu [1].

YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

Ipeocnupomempuro B CTICLIMATM3UPOBAHHBIX YUpeXkIe-
HMSIX U LIEHTPaX PEKOMEHIYeTCsl [IPOBOINTH BCEM TTalleH-
TaM IUTS OIICHKH TOJICPAHTHOCTH K (PM3MIECKOI Harpy3Ke.

[Ipu capkonmo3e HAOMIOOACTCS CHIDKEHUE MaKCH-
MaJibHO#t a3po6Hoit emkoctn (VO, ) nerkux Ha 20—30 %.
DTO OTMEYEHO Yy MallMEeHTOB KaK C HOPMaJIbHOM, Tak
U ¢ HapyIIeHHON (hyHKIIMEH BHEITHETO ObIXaHUS, YTO
JieJlaeT HesICHBIM MeXaHU3M 3Toro (peHoMeHa. OObsicHe-
HUEM TMIOBEHTWISILIMUA MOTJIM ObITh MbIIIEYHAsI C1a00CTh
WJIU YMEHBIIIEHUE CTUMYJIA, UCXOMISIIIETO U3 LIEHTPaTbHOM
HEpBHOI cucTteMsl [1].

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

Peructpanus nokazareneit OKI' pekomenayercs B Ka-
YeCTBE 00s13aTeIbHOTO KOMITOHEHTA IIEPBUYHOTO 00CIIEIO-
BaHWUSI, a TIPU BBISIBJICHUU HAPYILICHWI pUTMAa ITPOBOIUTCS
XOJITEPOBCKOE MOHUTOPHPOBaHUE CepAeUHOro putMa [1].

Yposenb yoenuteabHoCcTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

2.5. UHble anarHocTUyeckne uccnegoBaHus
2.5.1. WHea3sueHble Memodbl duacHOCMUKU

Hneazuenas duaeHocmurxa O6pOHXOCKONUMECKUMU MeMOoOamMu
PEKOMeHIyeTcs BCeM IMallFieHTaM Ha 3Tarle IIepBUYHOMN I1-
arHOCTUKHU U TIPY TMHAMUYIECKOM HAOIONECHUH C IIE/TbIO
BepuduUKaLuu AuartHosa [65—68].

VYpoBenb yoeaurenbHocTn pekoMenaamuii C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

Xupypeuueckue duaenocmu4eckue onepayuu PeKOMeHIy-
FOTCS BCEM MareHTaM (IETH 1 B3pOCIIbIE) TP HEBO3MOXK-
HOCTH MaJIOMHBA3UBHOM AMAarHOCTUKH VI BepudUKaluu
JIarHo3a, IPUHUMATh pellleHIEe PEKOMEHAyeTCs Jieyalie-
My Bpady BO B3aMMOAENCTBUM C BPAUOM-2HIOCKOIIUCTOM
u BpayoM-xupyprom [20, 65—71].

YpoBeHb yoenuTeIbHOCTH peKkoMeHaanuii B (ypoBeHn
JIOCTOBEPHOCTH JI0KA3aTEJILCTB — 4).

HHneaszusnas duaeHocmuka capkoudosa 6Heae204HOU 10~
rkaruzayuu (dnoncus nepudepudeckoro JIY, Kkoxu, ormy-
XOJIel, OITyXOJIEMOA00HBIX 00pa30BaHUI MSITKMX TKaHEH
(TTOAKOXHBIE 00pa30BaHUs), IEUCHU U APYTUX OPTaHOB
B COOTBETCTBUHM C TTOPAKCHNEM) PEKOMEHAYETCS TIalli-
€HTaM C CapKOMI030M [UIs IOJIyYeHUsI MaTepuaia rmopa-
JKeHHOro opraHa. BeiOop MeTona rmojy4yeHust Mmatepuania
PEKOMEHIyeTCsl TIPOBOINTH JIEUAIIIM BPadOM COBMECTHO
¢ BpauoM-xupyprom [20, 65—74].

YpoBeHb yoenuTeTbHOCTH peKoMeHnaiuii B (ypoBeHb
JIOCTOBEPHOCTU J10KA3aTeJbCTB — 4).

2.5.2. fJuipcpeperyuanbHas duacHoCMuKa

JuddepeHumnanbHas 1MarHoCTUKa CapKoOUI03a peKo-
MeH/IyeTcsl Ha dTarie epBUYHON TUAarHOCTUKH, U OTIpe-
JIeJIsieTcsI JIoKaau3alueli mpolecca, KOTopast MOXKeT ObITh
CBsI3aHA C JIIOOBIM OPraHOM U CUCTEMON YeI0BEYeCKOTO
OpraHu3mMa, B CBSI3U C 3TUM CapKOUI03 CUNUTAETCS «Be-
JIMKUM UMUTaTOpOM» [75, 76]. B GONBIIMHCTBE CilyyaeB
CapKOMII03 UMEET BHYTPUTPYIHBIC TTPOSIBIICHHS.

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).
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KommenTapun
Hugpgepenyuarvro-duacnocmuueckuii pso (pekomer-

dyemcs 05 capkoudosa u aumgpadeHonamuii opyeoeo npo-

ucxoxcoenus):

s mybepkynes;

*  HemybepKyne3Hblil MUKOOAKmMepuo3;

> Opyuyennes;

*  MOKCONAA3MO3;

* 2PAHYNEMAMO3HBLIL 2UCMUOYUMAPHBLI HEKPOMUIUPYIO-
wuil aumghadenum (6oae3uv Kikuchi);

*  0one3Hb Kowaubeil YapanuHol,

*  CapkouoHas peakuus pecuoHaphvix J1Y npu kapuunome;

* AuMpocpanyremamos;

*  Hexo0JCcKUHcKas aumgpoma;

* ocmpblil AUMPOOAACMHbLLL NEUKO3;

*  GLUS-cundpom (Granulomatous lesions of unknown sig-
nificance);

» IgG4-accoyuuposanmoe 3aboresanue.
Hughgpepenyuanvro-ouaenocmuyeckuil psao capkoudosa

u duccemuHauuil Opy202o NPOUCXONHCOCHUSL:

*  mybepkynes;

*  AMURUYHBLI MUKOOAKMEPUO3;

*  KPUNMOKOKKO3;

* acnepeunnes;

*  QucceMuHayuy onyxoneeoi npupoobl;

*  2UCMONAA3MO3;

*  KOKKUUOUOOOMUKO3;

*  01ACMOMUKO3;

*  Pneumocystis carinii;

*  Mpycoplasma spp.;

*  eunepuy8cmeumenbHolil RHeBMOHUM,

*  NHEeEMOKOHUO3bL — Oepualull (XpoHueckas depuniuesas
00/1€3Hb), MUMAH, AAOMUHUIL;

*  JeKapcmeeHHble peaKyui;

*  IaH2EePeaHCOKACMOYHbLI SPAHYAeMamo3 (cucmuoyumos X);

* acnupayusi UHOPOOHbIX MAMEPUAN08;

*  epanynemamosHuwlil noauareuum (Beeenepa) (capkouodHsie
epamynemol peoKiL);

*  XpPOHUHeCKas UHMepCMmUUUAanbHas NHeBMOHUs, 00bIuHAs
U AUMPOYUMAPHASL UHMEPCMUUUANHASL NHEBMOHUSA,

*  HeKpomusupylouas capkououas eparysema |76].
VY neteit ¢ paHO BOBHUKIIIMM CapKOUI030M (MOJIOXKE

5 neT) pekomenayetcs nudbepeHIraTbHas TMarHOCTUKA

C yBeUTaMU, IAapOTUTAMM, aPTPUTAMU U MOPAKEHUSIMU

KOXXU pa3inu4yHoit atuonoruu [77, 78].
YpoBenb yoenutebHOCTH pekoMennammii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

3. lleyeHue, BKNKOYAA MeANKAMEHTO3HYH

! HeMeUKaMEeHTO3HYI0 Tepanuio, AUeToTepanmio,
00e3060nmMBaHne, MeAULMHCKME NOKA3aHUA

! NPOTMBONOKA3aHUs K NPUMEHEHUI0 METOL0B
neyeHus

3.1. lekapcTBeHHan Tepanus

1lenvro neuenus capkoudosa SIBISETCS NPEAYNIPEXICHUE
WV YMEHBIIIEHNE TTOBPEKICHUS, 00JIeTYeHIE CUMITTOMOB

U yJIy4IlIeHUe KauyecTBa XXKU3HU MallMeHTOB. DTUOTPOITHOMN
Teparunu capkouao3a He cylecTByeT. Bo Bcex ciydasix
PEKOMEHIyeTCs COITOCTaBJICHNE HEOOXOTMMOCTH Ha3Ha-
YEHUSI JICYCHUST C TSDKECTBIO TTOCIICACTBUM OT MMPUMEHEHMS
coBpemeHHoI 'KC-, uTocTaTnyeckoii uiau ouonoruye-
CKOIi (TapreTHOI) Tepanuu.

JI71sT Havajyia aKTUBHOM Tepalny CapKOMI03a peKOMeH-
JIOBaHBI 3 TTPUYMHDI:

* yIpo3a pa3BUTUS HEAOCTATOYHOCTH OPTaHOB U CUCTEM;
*  YIpo3a XW3HH;
*  TIOTepsl KauecTBa XXU3HU [79—83].

Bce cymecTByooIme cXeMbl SIBISIOTCSI PEKOMEH-
IaTeJIbHBIMM, B KaXIOM cjydyae Jieyaliuii Bpauy 6eper
Ha cebs1 000CHOBAHHYIO 3HAHUSIMU OTBETCTBEHHOCTh
3a HazHaueHHoe JeueHue [1]. [Tpu Mopdonornuecku
BepUDULIMPOBAHHOM IMAarHO3¢ CapKOMI03, OTCYTCTBUU
YIPOXKAIOIIETO KU3HU COCTOSIHUSI, CHUXKEHUST (DYHKIUI
OpraHoOB U CUCTEeM, OUEBUIHBIX TAaHHBIX 332 OBICTPOE TIPO-
rpeccpoBaHUe 3a00JIcBaHNS PEKOMEHIAYETCsI aKTUBHOE
HaOmoneHue [82, 83].

VYpoBenb yoeaurenbHocTn pekomenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH J0KA3ATENCTB — 5).

dapMaKoIOrnIecKre KJIacChl IIPerapaToB, UCIIOTb-
3yeMBbIX B Teparuy CapKonI03a, TIPEICTaBIeHBI B Ta0JI. 2.

ITockonbKy yacToTa CIIOHTaHHBIX PEMUCCUI BBICOKA,
0eCCUMITTOMHBIM MALMEHTaM (IETSIM U B3POCJIBIM) € cap-
KOMI030M | JTydeBOil cTamuy peKoMeHIyeTcsl aKTUBHOE
Habmonenue [1, 2, 36, 79, 84].

VYpoBenb yoeaurenbHocTn pekoMenaamuii C (ypoBeHb
JI0CTOBEPHOCTH J0KA3ATENBCTB — 5).

B3pocnbiM mammeHTam ¢ 6eCCUMIITOMHBIM TeUeHUEM
1 0e3 PYHKIMOHAIBHBIX HAPYIIEHU PeKOMEHIYeTC s
npuMmeHeHue #anbha-Tokodepona auerata 200 MKr
2 pasa B CyTKM > 6 Mec. PUCK HexXenaTeIbHbIX SIBJIe-
HUiT — Huskuii [1, 85, 86].

VpoBenb yoeaurenpHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 4).

B3pocbiM narneHTaM ¢ 6eCCUMMIITOMHBIM TeYeHUEM
" 6e3 (YHKIIMOHAIBHBIX HAPYIICHU B Ka4eCTBE ajlb-
TepHATUBHI peKoMeHIyeTcs #anbda-Tokodeposa amerar
200 Mkr 2 pa3za B cyTku > 6 mec. [1, 85], #anbda-To-
kodeposa anerar 200—400 MK 2 pa3a B CyTKU U / WK
#nentokcudwmmH** B cyrouHoit no3e 400—2 000 Mk (B
3aBUCHMOCTH OT ITIEPEHOCUMOCTH) > 6 Mec. [86—92]. Puck
HeXenaTeJdbHBbIX peakKlMii Ha #TMeHTOKCU(UITIUH** —
cpenHui [1].

Yposenb yoenutenbHocT pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJIbCTB — 5).

[moKoKopTHKOCTEPOUABI CHCTEMHOTO JeiicTBus. B Ka-
YeCTBE TIpernaparoB MepBOi JTUHUU Y TTAlIMEHTOB C TIPO-
IPECCUPYIONINM TeUCHUEM OOJIE3HU TT0 TaHHBIM PEeHT-
TeHOJIOTUYECKOTO U (hyHKIIMOHAIBHOTO UCCIEIOBAHUS
TIbIXaHUsI, TPU BbIPaXKEHHBIX CUMIITOMAX WU BHEJETOY-
HBIX MTPOSIBIIEHUSIX, HAPYIIAIOIIUX (DYHKIIUIO OpraHa, Win
pazBurtuu lupus pernio pekomenayercs ipriem cI' KC. Puck
HeXeJlaTeIbHbIX SIBJIeHUI — BbICOKMIA [1, 67, 82, 93].

HasHaueHue B3pocCabIM MpeaHM30J0Ha** (MU 9KBU-
BasieHTHOW 1036l npyroro cI' KC) pekomenayercst yrpom

3nech u ganee: # — JIEKAPCTBEHHOEC CPEACTBO MPUMEHACTCS HE B COOTBETCTBUU C MHCprKL[MelZ K ImperapartamM, Mo3ToMy Jajace B COOTBETCTBYIO-
X TE3UCAX-PEKOMECHOAIMAX YKa3aHbl PEXKMMBI JO3UPOBAHUSA, UCITOJIb30BABIINECS B KIMHUYECCKUX UCCIICJOBAHUIX.
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Tabauua 2
Dapmaroao2uteckue KAaccol NPEnapamos, UCHoAb3yemblx
6 mepanuu capKoudosa

Table 2
Pharmacological classes of drugs used in the treatment
of sarcoidosis
®apmakonoruyeckui Knacc Mpenaparbl
MpeaHusonoH*
MeTunnpegHu3onoH**
AHTUMETaGONUTSI #Merotpekcar™
NmmyHopenpeccanTbl #A3atnonpuH™
#XnopoxuH
#Ippokcuxnopoxmn*™*

#MukodeHonara mocpeTun**

#lechonyHomun*™*
#Luknodochamug**
#eHTokcndunnuy™
WHruuTopsl TNF-a #udpnukcnmad*
#Ananumyma6*
HecTeponaHbie npoTUBOBOCNANMUTENbHbIE
1 NPOTMBOPEBMaTHYeCKMe npenaparb! WhpomertaumH
(npu HanuuMm GoneBoro cuHApoMa)
IuknodeHak™
NoynpodeH*
Humecynup
TopUKoKCHD
WHrmbwuTopb! npoTenHknHasb! HunTepaHn6**

#Anbtha-Tokochepona auerar

ButamuHbl (BuTamuH E)

Mpumeyatme: clKC — cucTemHble miokokopTkocTepouabl; TNF-ar - haktop Hekposa
onyxonu-a; ** — nekapCTBEHHblE Npenaparbl, BXOASALLVE B nepedeHb «XKU3HEHHO HeoBXoaMMble
11 BaXHeLLMe NekapCTBeHHbIe Npenaparbly; # — nekapcTBEHHbIE CPEACTBA MPUMEHSIOTCS

He B COOTBETCTBUM C MHCTPYKUYeEN K npenapatam, noatomy Jarnee B COOTBETCTBYHOLLMX Te3u-
Cax-peKkoMeHaLVSX ykasaHbl PEXUMbI 03NPOBAHNS, UCTIONb3OBABLUMECS B KIMHUYECKHX
1ICCNeNOBaHNAX.

Note: **, medicines included in the list “Vital and Essential Medicines”; #, these drugs are used
off-label, therefore, the dosing regimens used in clinical studies are indicated in the relevant
theses-recommendations.

per os B HauaJibHOU 103e 15—40 Mr B CyTKU B TeUeHUE
4 Hen. Jlo3a cHIKAeTCsI TIO 5 MT B Mecs1I (CTYIIEHYAaTO)
10 MUHUMAJIbHOM TMOAIepXKUBAIOIIEil 1036l (TTOMOTa-
Io11Ieli KOHTPOJIMPOBATh CUMIITOMbBI U MIPEMSTCTBOBATh
MPOTPECCUPOBAHUIO OOJIE3HU), IPUHUMAEMOI B TEUEHUE
12—24 mec. Yepes 3 Mec. OT Havasa JIeYeHUSI HEOOXOTMMO
oueHuThb 3 ekt cI'’KC. Ecnu addekra HeT, mepexoasaT
Ha aJbTepHaTUBHYIO Tepamnuio [79, 81].

Y demeii teyeHUEe COCTOUT U3 TIEPOPATIBLHOTO TIpreMa
MMpeaHU30JI0HA™*, TTepBOHAaYaIbHO 1—2 MT Ha 1 KT Macchl
TeJa B CYyTKM B TeueHMe 4—8 Hejl. TIpY CTapTOBOI Teparnuu,
MocJie Yero 103y MpeaHu30J0Ha™* cienyeT mocTerneHHo
CHIXAaTh B TeueHue 2—3 Mec. (1o 2,5—5 Mr ¢ MHTepBaa-
MM 3—5 THEI) 10 COOTBETCTBYIOLIEH MOMACPKUBAIOIICH
II03bI, T. €. CAaMOI HU3KOM O03bI, IPXA KOTOPOI OCYIIECTB-
JISIETCST KOHTPOJIb HaJl aKTUBHOCTBIO 3200J1eBaHUsI (00bIU-
Ho 0,3—0,6 Mr Ha 1 Kr Maccel Tejia B CYTKH), KOTOpast
yacTo cocrapisieT 10—15 mr B cytku [94, 95].

YpoBeHb yoeauTenbHOCTH peKoMeHaammii B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 4).

KommenTapun

Y nauyuenmoes, noayuasuwux cI'KC u 3axonuueuiux ux
npuem, yawe pazsusaiomes obocmpenus (30—80 %), wem
¥ He NOAYHABUIUX 20PMOHANbHYI0 mepanuio. Y beccumnmom-
Hvix nayuenmog npu npumenenuu cI'KC pazeusarouuecs
HedicenamenvHvle A61eHUs MO2Ym 8 00abulell cmeneHu Hapy-
Wamv Kauecmao JCU3HU, uem nposieaeHus capkoudoda. Hem
YybedumenvHbiX OaHHbBIX, 0KA3bIBAIOWUX, YO NPU NPUMEHe-
nuu cT'KC yayuuwaemes omoareHublil NPOCHO3 JICU3HU NALU-
enmos c capkoudozom. Cnedyem noMHUMb, YIMO 803MONCHA
peppaxmeprocms k cI'KC [81, 82, 93]. IIpumenenue cI'KC
MOJICEM CONPOBONCOAMBCS CEPLE3HBIMU HENCEAAMENbHBIMU
ABNCHUAMU, MAKUMU KAK NOBblUEHUE APMEPUANbHOR0 08~
AeHUsl, YPOBHS caxapa 6 Kposu, yeeauteHue Maccol mead,
ocmeonopos, pazeumue Ha0No4e4HUK080l HedoCMamo4Ho-
cmu [96—98]. Ecau passusaemcs undyyuposannwiii cl'’KC
0CMmeonopos, pekomeHdyemcs npumeHsmo ougocgoramot
C Ueawvlo AeueHus 0cmeonopo3a U npoGuUAAKmuUKU nepeso-
moe [78, 96, 99].

NuransguuonHbie TIOKOKopTUKOcTepouabl (MI'KC).
ITpu neyenun capkounosza ul'’ KC ne pekoMeHIyI0OTCS B Ka-
YeCTBE OCHOBHOU TepaITii, TTOCKOJIBKY CapKOUIO03 SIBJISI-
€TCSI CUCTEMHBIM, a HE TOJIbKO JIETOUHBIM 3a00JIeBaHUEM;
nl'’KC unm ux coyetaHue ¢ OGPOHXOJIUTUUECKUM Tperna-
patoMm (JiekapcTBeHHbIe mpenapaThl u3 rpynn RO3AK,
agpeHepruyeckue cpeactnsa B komonHaumu ¢ I'KC unn
IPYTUMU TIperapaTaMu, KpoMe aHTUXOJIMHEPTUIECKUX
cpenctB M RO3AL (ampeHepruyeckue cpeactsa) B KOMOU-
HaIlUK C aHTUXOJIMHEPTUUECKUMHU CPEICTBAMU, BKITFOUAst
TpoiiHble koMOnHauyy ¢ 'KC nmo Kogam aHaToMo-Tepa-
MMeBTUYCCKO-XMMUUECKO KiIacCu(pUKaIuy, peKOMeHIy-
I0TCS TOJIBKO TIPU J0Ka3aHHOM IO pe3yjbTaTaM ucclie-
JTOBaHWI HECTTPOBOILIMPOBAHHBIX IBIXaTeIbHBIX 00bEMOB
1 TIOTOKOB OPOHXOOOCTPYKTUBHOM CHMHIPOME U BBIpa-
XXeHHOM KanuieBoM cuHapome [ 1, 80], a Takke mipu cap-
kouno3se roptanu [100].

Yposenb yoenuteabHoCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

#MetoTpekcaT**

o navaina neueHus #Mmetorpekcatom™* (MTT**) pe-
KOMeHAyeTCs MCCIeI0BaHNe KPOBH (OTpeeIeHIe aKTUB-
HOCTU aJlaHMHaMUHOTpaHcdepasbl, acmapTaTaMMHOTPaHC-
(bepasbl B KpOBU, YPOBHST KpeaTMHWHA B KPOBU, OOIITUIA
(KIIMHWUYECKWi1) aHaan3 KPOBU pa3BepHYTHIN [75]),
a TaKXXKe MCCIIeNOBaHWE HECIIPOBOLIMPOBAHHBIX JIbIXa-
TeJbHBIX 00BEMOB U TTOTOKOB, YPOBHSI aHTUTEJ KJIaCCOB
M, G (IgM, IgQG) k Bupycy uMmyHoaeduLIMTa YeIoBeKa
(BHUY) '/, u anturena p24 (Human immunodeficiency virus
HIV '/, + Agp24) B KpOBM, MOJIEKYJIAPHO-OMOJIOrNYe-
cKoe ucciienoBaHue KpoBu Ha Bupyc rernaruta C (Hepatitis
C virus) u B (Hepatitis B virus), BHyTpUKOXHas TIpoda
C aJUIepreHOM TyOepKYJIe3HBIM PeKOMOMHAHTHBIM B CTaH-
JAPTHOM pa3BeICHUM, IO BOSMOXHOCTH — HUCCIICIOBAHNE
ypoBHs1 IFN-y Ha aHTurenst Mycobacterium tuberculosis
complex B XpoBu (tecT QuantiFERON Ha Haauyue MUKO-
bakTepuanbHOU MHMeKIMM) [101].

B xonme neuyeHus kaxnable 1—3 Mec. TOBTOPSIOTCS
o0IMii (KITMHUYECKHWIT) aHaJIu3 KPOBU, OlLIEHKA YPOBHS
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aJJaHMHAMUHOTpaHCc(epasbl ¥ acrapraTaMUuHOTpaHChe-
passl [102].

IMpumenenue MTT** compoBoxXaaeTcst pUCKaMy pas-
BUTHS TeIaTOTOKCUYHOCTHU, MHTEPCTULIMATBHBIX U3Me-
HEHU B JIeTKUX, JeiikoneHuu, uHgexumii. [Ipemapar
TepaTOTeHeH, MpU 6epeMEeHHOCTU MPOTUBOITOKa3aH |78,
82, 101-105].

YpoBennb yoeaurenpHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

CTpyKTYypHBIIl aHTaTOHUCT AUTUIPODOIATPEIyKTa-
3p1 — MTT** pekomennyercs (I€TSIM 1 B3POCIBIM) KakK
JIeueHHe BTOPOi TMHUM npu pedpakTepHocTr K cI'KC,
MoOOYHBIX peakiusax, BeidBaHHBIX c['KC, B kauecTBe
cpeactBa cHxkeHust no3el cI'’KC [77], a Takxke Kak Jie-
YeHUe TIEPBOI IMHUY B BUIe MOHOTEPAITMH YT KOMOM-
Haunu ¢ cI'’KC nipu BepuduimpoBaHHOM CapKOUIO03€.
PekomennoBan nprem BHYTpb B 03¢ 10—15 Mr 1 pa3 B He-
nemto [102, 105—107].

Yposenb yoenutenbHocTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTEIbCTB — 4).

BapocnbiMm npu Helipo- U KapanuocapKoumo3e peKo-
MeHaoBaH rpueM MTT** no 25 mr B Heneo [108—111].

YpoBenb yoenuTe1bHOCTH pekoMeHaanmii B (ypoBenn
JIOCTOBEPHOCTH I0KA3ATEIbCTB — 2).

OnHoBpeMeHHO ¢ mpuemoM MTT** pekomenayercs
npueM BHYTpb #donreBoit KUCIOThI™* B 03¢ 5 Mr 1 pa3
B HeIeJo Ui 1 MT eXXeIHEeBHO (He paHee uyeM depe3
24 g mocne ipuema MTT**). JInTuTeIbHOCTD TepaITumn
> 6 mec. [102].

YpoBenb yoenutenbHOCTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

#A3zaTuonpun**

#A3aTHONIPUH** peKOMEHIOBAH TS ITALIMEHTOB HE MO-
JIoXe 3 JIeT B KauecTBe Ipernapara BTOpOil IMHUK B 103¢
100—200 mr B cyTKM B TeueHue > 6 Mec. HexenareabHbie
SIBJICHUST TIPOSIBIISIIOTCST T€TTATOTOKCUYHOCTBIO, JICHKO-
MeHUel, pa3BUTUEM MHMEKLMHA, ITOBBIILIEHMEM PUCKA
paszButus TMM@POMBbI 1 Jeiikemun |78, 82, 112—116].

YpoBensb yoeaurensHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATENbCTB — 5).

#Jledpaynomum* *

#JlepnyHoMua** pekoMeHI0BaH iuLiam 18 jieT u crap-
1IIe KaK IperapaT BTOpoii IMHUHU B 1o3e 10—20 MT B CyTKH.
DddekT HacTymaeT He paHee 3 MeC. OT Havasa rpueMa.
[Mpenapat TepaToreHeH. OO (KIMHUYECKUIA) aHA-
JIN3 KPOBU — Pa3BEPHYTHIN, OLIEHKA (DYHKIIMU TTIEUeHN
1 TI0YEK TOJDKHBI OBITH IIPOBEICHBI 10 Havala JICUCHUs
n Kaxabie 1—3 Mec. neyenus #inepayHomumom™™* [78, 82,
117, 118—122].

YpoBenb yoenutenbHoCTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

#Mukodenonara modeTua**
#MukodeHonara ModeTuT** peKoMeHIyeTcsl Ha3Ha-

yaTh JiLam 12 jeT u crapiie (Iomanb tejaa — 1,25 m?)
HauuHas ¢ 500 mr 2 pa3a B IeHb (3aTeM 103a yBeJIu4rBa-

ercs 10 750—1 000 mr 2 pa3a B aeHb) [82, 123—126], Kak
Tpernapar BTOPOil TMHUY IPY CApKOMI03€ JIETKUX, a IIPU
CapKOMI03¢e KOXHU — B BUIE MOHOTEPAITUN 1 B COUCTAHNH
¢ cI'KC [124]. #MuxodeHomara MopeTrmn** y Kaxmoro
5-T0 MalMeHTa MOXET BbI3bIBaTh TOLIHOTY, TUAPEI0, JIek-
KOTICHUIO, TTOBBIIIEHNE prcKa nHdeKmi. [Toka mamyeHT
HaXOAWTCS Ha CTAOMJIbHON 103€ — pa3BepHYTHIN OO
(KIMHUYECKUIA) aHaJIN3 KPOBU TOJKEH IMTPOBOIUTHCS pe-
ryasipHo [82, 123, 127].

Yposenb yoenutebHoCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

#1Iuknodochamuna**

#llukmodochaMua** peKoMeHI0BaH KaK IIpernapar
BTOPOi1 TMHUU (IETSIM W B3POCIIBIM) TIPU TTOJIMOPTAHHOM
MOpaXXeHUU U pedpakTEPHOCTU K IPYTMM IpernapaTtam
B no3e 500—1 000 Mr BHYyTpUBeHHO Kaxbie 3—4 Hen. [ 128,
129]. Cpenu Bcex UIMMYHOIEIIPECCAHTOB ITPU CapKOUI03¢
npuem #unkiodochamuaa™ Hanboiee 4acTo COMPOBOXK-
JaeTCsl pa3BUTHEM MH(MEKIIMOHHBIX OCTOXKHEHUI.

Yposenb yoenutebHOCTH pekoMeHaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

#XJIOPOXUH U #THUIPOKCHUXJIOPOXHH**

#XITOPOXUH U #TUIPOKCUXIIOPOXUH** peKOMEHIYIOTCS
MIpU CapKOUI03€¢ KOXKMU, TJIa3 ¥ TUIIEPKAJTbIIMEMIHN, a TaK-
Ke Ipu XpoHuueckux, pedppakrepHbix K cI'’KC cayyasix.
Jleyenue #xsopoxuHoM HauuHaeTcs ¢ 750 Mr B CyTKU
B TeueHue 6 Mec., 3aTeM [103a CHIKaeTcs 10 250 Mr B cyT-
ku [82, 130, 131]. Tepanus #TUAPOKCUXIOPOXUHOM™**
y IeTeit ¢ 6 JIeT M cTapile HaumHaeTcs ¢ 1o3bl 400 mr,
KOTOpasi MOXeT ObITh CHYKeHa 10 200 mr B cyTku [132].
Kypc neuenus cocrasisier 6—12 mec. [1pu noakoxxHoM
CapKoMI03e #TUAPOKCUXIOPOXUH** peKOMeHI0BaH KaK
BapuaHT HavyaJlbHOU Tepanuu [92], a mpu capkouaose
opoutsl — B couetaHuu ¢ cI'KC [133]. #XnopoxuH 6osee
TOKCUYEH, 4YeM #runpokcuxygopoxun**. I1pu nerounom
CapKoOMI03¢ B KAYECTBE CTAPTOBOI Teparuu He peKOMeH-
JYIOTCS BBUY Pa3BUTHUS HEXeaTeIbHbIX Peakinii co CTO-
pOHBI opraHa 3peHus (petuHonartusi) [128].

Yposenb yoenutenbHocT pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 5).

#IlenTokcudummmn**

PekomeHmyeTcst B3pOCIIBIM MAIlMEHTaM B KaueCTBE Ha-
YJaJIbHOM Tepanuu Mpu MaJOCUMITOMHOM TE€UEHUHU cap-
KOMJI03a M Ha 3aBepIlarolieM 3Ttare, pyu MOCTeNeHHON
otMeHe c['KC. locToBepHo cHIKatoTcs ypoHu TNF-a
u C-peaktuBHOTO Oenka [125]. Pekomenmyercs B coue-
TaHuu ¢ #BUTaMmuHOM E B BUIe MOHOTEepanuu B 103€
400—2 000 mr B cytku [88—90, 97, 124, 126, 134—137].
HexenaTtenpHbIC SIBICHUS B BUIC PACCTPOMCTB CO CTOPO-
HBI KeTyTOYHO-KHUIIIEYHOTO TPaKTa, CJ1a00CTH, TOJIOBHOM
00JIM, HApYIIEHUU CHA HOCSAT HETSKEJIbIi, MHOTIA Mpe-
XOISIIUI XapakTep, yallle pa3BUBAIOTCS B 1-ii MecsI1L ero
MIPUMEHEHUS.

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).
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HecTtepouanbie NpPOTMBOBOCHAIMTE/IbHbIE H TIPOTHBO-
peBMATHYECKHE npenapaThl. PekoMeHIyoTes Kak pOTHBO-
CITAJINTENIbHBIE aTeHTHI TP OCTPHIX (hOpMax capKoumo3a
U / WIK apTpUTaX IPU HAJIMYKUK BBIPAXKEHHOTO 00JI€BOr0O
CHHIpOMa B KaueCTBE CUMITOMATUYECKMX CPEACTB, J10-
3UPYEMBIX COTJIACHO MHCTPYKIIMU K COOTBETCTBYIOIIEMY
JIeKapCTBEHHOMY TIpenapary (cM. Tab. 2). JIMTe IbHOCTh
rpremMa o0bIYHO ompeaesisteTcs cumnTomMamu [1, 2, 36].

YpoBens yoeaureabHocTn pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3ATEIbCTB — 5).

#Anbha-Tokodepona anerat (Buramun E)

Pekomennyercs B3pOCiIbIM MallMEHTaM Kak Mpernapar
TIePBOI IMHUY ITPU OECCUMIITOMHOM Y MAJIOCUMITTOMHOM
TEUYEHUU capKouao3a 6e3 HapylleHUi (YHKIIUK OPraHOB
u cucteMm [91, 92, 138, 139]. Dmnupuyecku rnogodpaHHast
no3a #anbha-Tokodepona anerata 200—400 mr B cyTKu
saBJsgeTcs 3(pDEKTUBHBIM 1 O€30IMaCHBIM METOIOM JIeUe-
HUSI BHOBb BBISIBJICHHOI'O CapKOMI03a 0€3 BhIPasKEHHBIX
MPU3HAKOB mporpeccupoBanus [ 1, 85, 90—92].

YpoBenb yoenutenbHoCTH pekoMennammii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3ATENbCTB — 4).

Nurnouropsr TNF-o# 119 IIMPpOKOTo KIMHUYECKOTO
npuMeHeHus: He pekoMenaywTcs. Muruoutopsl TNF-a
(Hungpauxcuma6™* u #adasumymad™*) paccMaTpuBaIOTCS
Kak IIperapaThl TPEThei JMHUU TTPU JIETOYHOM CapKOUIO-
3e. PekomMeHIyeTcs Ha3HAUYaTh TOJBKO MPU pechpakTePHOM
K IPYTUM METOJIaM JISYeHUsI CApKOM103€ B MPOMIIIBHBIX
LIEHTpaX ITOJ KOHTPOJIEM OMBITHOTO Bpada-MyJIbMOHO-
nora. Hambonpirast mokaszareabHast 6a3a mMeeTcs y #1H-
pnukcumaba™™* B Buge BHyTPpMBEHHOM MH(DY3UHN, KOTOpas
TPOBOJIUTCST B3POCIIBIM U JIETSIM € 3 MU S MT / KT, C Ha-
Ipy304HbIMU A03aMu Ha 0-i1, 2-i1 1 6-i HeaesIX, IMocie
KOTOPBIX MALMEHThI [TOJIYYalOT MHOY3UI0 Kaxabie 4, 6 win
8 nen. [140, 141]. #Ananumymao™* peKOMEHIOBAH B3PO-
CJIbIM U eTsIM B go3e 40 mr B Henemo [140—142]. dpyrue
uHruoutopsl TNF-a MMEIOT HemoCcTaTOUHYIO J0Ka3aTe/b-
Hylo 6a3y [143, 144]. MoryT ObITh NPUUYNHON pa3BUTUS
capKoOMIHOM peakuuu [145, 146].

YpoBenb yoenutenbHoCTH pekoMennammii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

AnTududpoTHIecKas Tepands peKOMEHIyeTcsl B3pO-
CJIBIM (JIETSIM MpUEM MPOTHUBOIOKA3aH) TOJIbKO MPU MPO-
IPeCCUPOBAaHNY U3MEHEHW Y TIAIIMEHTOB C CAPKOMI030M
IV 1y4eBoii cTanuu B Te4€HKE MTOCIEIHUX 6 MeC., CXOIHBIX
C TAKOBBIMU TIPU UIMOTIATUYECKOM JISTOUYHOM (hrOpo3e
(HaJIM4YMe «COTOBOTO JIETKOI0», TPaKIIMOHHBIX OPOHXO-
9KTa30B, (POPMUPOBAHMS YUACTKOB IMPPO3a, CHIKEHHE
OXKEJ u DL ). CrabunbHble orpaHu4eHHbIE (HUOPO3-
HbIC MI3MEHEHUSI, HE HapacTalolIre ¢ TCUCHUEeM BPEMEHH,
He SBJISAIOTCS MOKA3aHUeM UTsl aHTU(UOPOTUUECKON Tepa-
ruu. [To TaHHBIM KIIMHUYEeCKOTO MCCIIeIOBaHMS JOKa3aH
s dexT HUHTenaHnba** [147, 148]. Ilpenapar Ha3Haya-
eTcs 2 pa3a B AeHb 110 150 MT 1o KOHTPOJIEM YPOBHS ajia-
HUHaAMUHOTpaHchepasbl, acapraTaMuHOTpaHCchepasbl,
OunupyorHa, raMMa-riayTaMuiITpaHcgepasbl, 1eJJOYHOI
docdarassl.

YpoBeHb yoeautebHOCTH peKoMeHaammii B (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNbCTB — 2).

3.2. dthchepeHTHbIE METOABI Tepanum

Ilhasmagepes peKOMeHAyeTC TIPY XPOHUIECKOM, ped-
paktepHoM K cI'KC capkounose. [1pu aToM yaydiraeTcs
MUKPOLUMPKYJISLUS, IeOJOKUPYIOTCSI KJIETOYHBIE pe-
LIETITOPEI ¥ CTAOMIIU3UPYIOTCST KIIETOUHBIE MEMOpPaHBbI,
IIPY 3TOM TTOBBIIIIAETCS YYBCTBUTEIBHOCTD KJICTOK-MMU-
LIeHel K BO3JAeiCTBUIO (hapMaKOJIOTUUYECKUX CPENICTB.
Ornepanys 3aKJI04aeTCsl B yIaJeHUM U3 KPOBSIHOTO pycia
500—1000 mn ruta3mel 3a 1 ceaHe ¢ 3aMelIEHUEM U30-
TOHUYECKUM pacTBOpoM Hatpus xiaopuma** 1 : 1. Lk
cocTonT 13 3—4 nasmadepe3oB ¢ HeeIbHBIM ITePEPhIBOM
Mexay nmpouenypamu [1, 149—151].

Yposenb yoenuteabHoCTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

PekomenmyeTcest sxcmpakopnopanrvHas Moouguxayus
aumepouumos kpoéu (MMMyHOMapMaKoTepanusi) — Me-
TOJI, TIO3BOJISIIONIMI 1IeJIeHapaBJIeHHO BO3/IeICTBOBATh
Ha KJTIOUeBBIC 3BeHbsI ITATOreHe3a CapKoOUI03a, CII0CO0-
CTBYIOIIMN JOCTHXKECHUIO PEMHUCCUN Y TTAIIMEHTOB Ha-
nooJiee Tsxxeaoi kateropuu. Ha 1 xypc nmpoBoautcs
> 2 npouenyp ¢ 10-mHeBHBIM ITePEePLIBOM MEXIY HUMU
[1, 150, 152].

VpoBenb yoeaurenpHocTn pekomenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

3.3. TpaHcnnaHTauus

PekomenmyeTcs TpaHCIUIaHTALMS JIETKUX TTPU TEPMUHAIb-
HBIX CTaUsIX capKoua03a Jierkux (ctaaus [V, nerouHslii
$uobpo3) [153—155]. TpaHcrutaHTaIAS cepla moKazaHa
TIPY KapaIroCcapKOMI03e ¢ TopaXkeHneM MuoKapaa 1 / iu
pedpakTepHbIMU HapylIeHUsIMU puTt™a [156].

Yposenb yoenuteabHoCcTH pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNbCTB — 5).

3.4. ipyrue MeToAbI NeveHms

3.4.1. [lbixamenbHas HeAOCMamOYHOCMb U Jle204Has
aunepmeH3us

ITpu IH pekomenayercs:

*  nuddepeHIMPOBAHHBIN MOIXOM K JICYCHUIO HA OCHO-
BaHWU JTaHHBIX CITMPOMETPUM U ITyJILCOKCUMETPUU.
BpoHxonuTuyeckas Tepamnysi peKkOMeHIyeTcs TPy 10-
Ka3aHHOM CTIMPOMETPUIECKY CApKOUI03€, OCJIOKHEH -
HOM OpPOHXOOOCTPYKTHBHOM crHApoMme [157, 158].
VpoBenb yoeaurenpHocTn pekoMenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

*  nuddepeHIMPOBAHHBIN MOAXOM K JICYEHUIO HA OCHO-
BaHWU JAHHBIX CITUPOMETPUH U ITyIHCOKCUMETPUN.
I1pu capkounose, ocinoxHeHHoMm JAH, Haauyuu or-
PaHUYMTEIbHBIX HAPYLIEHUSIX BEHTUJISILUMU U JAeca-
Typaliy peKOMeHIyeTcsl HU3KOTIOTOYHAs OKCUTEeHa -
s (taou. 3) [157, 158].

VpoBenb yoeaurenpHocTn pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

* nuddepeHIIMPOBaHHBII TOIXO K JIEUSHUIO HAa OCHOBA-
HUU JaHHBIX CIIMPOMETPUM U MyJIbCOKCUMeTpun. [1pu
CapKoMA03€e, OCIOXKHEHHOM Tsikesioi [IH, pekomenmy-
eTcd HeMHBa3MBHasl BEeHTUJILMs Jierkux [157, 158].
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Moka3saHus PaOzy MM pT. CT.
AbcontoTHble <55
OTHocuTeNbHbIe (NP1 HANUYNKM 0COBLIX YCNOBMIA) 55-59
Het noka3saHuii (3a Ucknto4eHnemM ocoBbIx yCroBui) 260

Tabauua 3
Ilokazanus k daumenvHoli okcuzenomepanuu
Table 3
Indications for long-term oxygen therapy
$a0,, % Ocobble ycnosus
<88 Her
89 NeroyHoe cepaue, oteku, nonuuutemus (Ht > 55 %)
290 [lecatypauus npu Harpyske

[Jlecatypauus Bo Bpemsi CHa

BonesHb nerkux ¢ TsenbIM AUCNHO3,
YMeHbLIatowwmMmes Ha toxe O,

Mpumesarue: Pa0, - napuuankHoe farexute KUCIopoa B kposit; Sa0, - caTypaLs apTepuankHoit KpoBy KUCTIopoRoM; Ht - rematokput.

YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeNbCTB — 5).

ITpu JIT pekomeHayeTcs:

* 1npu capkounose IV cranuu (pubpos, «coToBoE Jier-
KO€») — OKCHUI€HOTepanus 10 10cTxeHnus SpO, >
9 % npy AbIXaHUU Yepe3 KUCIOPOIHbBIN KOHIIEHTPATOP
(cMm. Taba. 3);

* IIpM capkoumo3se, ocioxkHeHHoM JII', He cBsI3aHHOM
C TUTIOKCEeMUe, — Ha3HAaUeHHUEe TaKUX IpermapaTosB,
KakK WJIOMpOCT, 003eHTaH** u cuinaeHadua (¢ ocTo-
POXHOCTBIO — TIPU TOKA3aHHOMW U TpearojiaraeMom
OKKJIIO3MOHHOM BeHomnaTuu) [159—161] B coorBeTcT-
BUU C KIMHUYECKUMHU PEKOMEHIAIUSIMU 10 apTepy-
anpHoi JIT.

YpoBenb yoenutenbHOCTH pekoMenaammii C (ypoBeHb

JIOCTOBEPHOCTH J10KA3aTeNbCTB — 5).

AnropuTM neyeHns NaumueHToB ¢ CapkoMa03oM

AJNTOPUTM JICUCHUS TTAIIUEHTOB C CAPKOMI030M TIPEI-
CTaBJICeH Ha PUCYHKE.

4. MeanumHckan peabunutauma 1 caHaTopHo-
KypOpTHOE neyeHne, MegULIMHCKME NOoKa3aHus

! NPOTMBONOKA3aHUs K NPUMEHEHUI0 METOL0B
MeAVULMHCKOW peabunutauum, B T. Y. OCHOBAHHbIX
Ha UCNONb30BaHUKU NPUPOAHDLIX NEeYeOHbIX
thakTopoB

VYTBep:KIeHHOI U TIPOBEPEHHOM MTpOrpaMMbl MEIUILIMH-
CKO¥ peabWIMTallNK TTAllMEHTOB C CAPKOUI030M HE CY-
mectByeT. [lalimeHTaM, TIepeHeCIINM CapKOMI03, PeKo-
MEHJIYIOTCS CICIYIOIIe KOMITOHEHTHI peaOUIUTaIIIN:
s JIeYeOHBIN peXuM;
* JIMeTOTeparus;
* (usmueckas peabumuTays (AKTUBHAS 1 TTACCUBHA);
* pecrmpartopHast GU3NOTepanus;
* TICUXOAUArHOCTUKA U MICUXOKOPPEKIIHSI;
*  TipohUIaKTHKA U KOPPEKIIMS COIMYTCTBYIOIIIEH 1TaTo-
JIOTUU;
* oOydeHMe malyeHTa (ycuieHrue MOTUBALIMM K Jieue-
HUIO U 310POBOMY 00pa3y KU3HU).
Pekomennyercs coxpaHeHUEe MAaKCUMaIbHO BO3MOX-
HOM u3ndecKoi akTuBHOCTH [162—164].
YpoBennb yoeaurenpHocTH pekoMenaamuii C (ypoBeHb
JIOCTOBEPHOCTH J0KA3aTeNIbCTB — 3).

5. MpodhmnakTuka u gucnaHcepHoe HabnogeHue,
MeANULMHCKUE NOKa3aHUA U NPOTMBONOKA3aH!A
K NPUMEHEHNI0 MeTOL0B NPOCMNAKTUKK

Mepsl 110 TIpoUIaKTUKE CapKOUI03a HEM3BECTHBI, T10-
CKOJIBKY HEM3BeCTHa 3TUOJIorus 3aboneBaHus. [Tpopu-
JIAKTUKA Pa3BUTHSI OCIIOKHEHUI 1 ITOCIICICTBUI CApKOM -
1033 COCTOMT B €T0 paHHEM BBISIBJICHUH U PallMOHAIEHOM
JICYCHUU.

Pexxum nucnaHcepHoro Hab0AeHUS 3a TAIIMEHTOM
C CAapKOMI030M OTIpeAeIsIeTCSI BpauOM MHIWBUIYATbHO
B 3aBUCUMOCTH OT TeUCHUS 3a00JIeBaHMs, 00beMa Imopa-
JKEHUSI U HATM4YYS OCJIoXHeHMit. [Topsimok nucraHcepu-
3allMM MPEIIOXKEH aBTOPAMU TaHHbBIX PEKOMEHIAI .

BriepBEIe BBISIBJICHHBIM TTALIMEHTaM B ITEPBEIiA T 00-
JIe3HU U TIPU COXPAaHEHUN aKTUBHOCTH ITPOLIECCa PEKOMEH-
JIOBAHO HaOMIOAeHUE KaxXble 3 Mec., TPU CTa0MIN3allin
rpoiiecca Bo 2-i Tol — Kaxble 6 MecC., B IOCJIEIYIOIINe
roabl — 1 pa3 B rof.

[Mpy HaMMUINU PEININBOB PEKOMEHIYEMBIN PEKIM
HaOMIOIeHUST — KaXable 3 MeC. B Te4eHue 2 JIET, B ITocie-
TyIOIIMe TOAbI IPY cTadMIM3auuu — 1 pa3 B rom.

B ciygae nporpeccupyroiiero Te4eHIsT peKOMEHIyeTCs
HaOJIogeHe Kaxabple 3 Mec. B TeueHue 2 JIeT, 3aTeM (TIpu
cTabuaM3alKu Mpolecca) — Kaxable 6 Mec. B TeUeHUe
2 neT, 3aTeM — 1 pa3 B rof.

JlucnaHcepHoe HabJIOAeHe He UCKJTI0YaeT aKTUB-
HBIX BU3UTOB TTALIMCHTA TIPU YXYIIICHUN COCTOSTHUS TN
Pa3BUTHUHM HEXeJIaTeIbHBIX SIBJICHUI MPU TTPOBEACHUN
JICYEHUSI.

ITatueHTHI ¢ CapKOMA030M ITOIJIEeKAT MEIUITMHCKOMY
HaO0JII0AEHUIO OXU3HEHHO [1, 165, 166].

VpoBenb yoeaurenpHocTn pekoMenaammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 5).

6. OpraHusaums okasaHus MegULIMHCKON NOMOLLM

IMokazaHus aist TocIUTAaIU3aluUd B MEIULIMHCKYIO Op-
TaHNU3aLMIO:

* TIJJaHOBAsl TOCIIUTAINU3ALIMS TTALMEHTOB C CAPKOMI030M
MOKa3aHa Ha 3Talle NEPBUYHOM MHTEHCUBHON IMarHo-
CTUKU, IJIs] UHBA3UBHOM AMArHOCTUKM, ISl Toa0opa
HavyaJIbHOM Teparuu;

* DBKCTpeHHasl roCHUTaan3alusl MoKa3aHa nalueHTam
C MPOTPECCUPYIOLIUM CAPKOUI030M U pa3BUTUEM
ocioxHeHuit (JIH, HapylueHus put™Ma cepaua) ais
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OLIEHWTb ANMTENBHOCTD U TAXECTb CAPKOUO3A

Cungpom JledrpeHa, unu capkonaos
0e3 noBpexaeHNs OpraHoB
W CepbEe3HbIX OCNOXHEHUI

Xnatb n Habnogath.
CumnTomatnyeckas Tepanus,
€CNU HyXHO. ButamuH E,
NEHTOKCUhUNNUH

KcnepumeHTanbHas Tepanus: pUTyKcumao

A

Y

MoBpexaeHne opraHa / cepbe3Hbie Xanoobl

\ A

Tepanus 1-i nuHum: clKC

Y

HeapekBaTHbIi OTBET / HeNepeHoCUMOCTb /
ANUTENbHOE neveHne

A

Tepanua 2-i4 nunun: MTT / A3A / NE® / TXX  cTKC

\/

HeapekBaTHbIi OTBET / HeNEPEHOCUMOCTb

A

Tepanus 3-4 nMHKK: MHGRMKCUMAG /

HeapekBatHbiit oTBeT / HenepeHoCUMOCTb <

PucyHoK. AJIropyTM™ JiedeHUs MallMEeHTOB C CApKOUI030M

apanumymab + MTT / cTKC

IMpumeuanue: cI'KC — cucremubie Tmokokoptukoctepounbl; MTT — #merorpekcat**; A3A — #aszatnonpun™*; JIED — #nedbayHomua**; TXX — #ru-
JPOKCUXJIOPOXUH**; ** — jjeKapCTBEHHbIE Tperaparhbl, BXOAAIINE B MepedeHb «KM3HEHHO HeOOXOMMMbIe M BaXHEWITNeE JIEKApCTBEHHBIC TperapaThl»;
# — nekapcTBEHHbIE CPEACTBA MPUMEHSIOTCS] HE B COOTBETCTBUM C MHCTPYKIIMEH K MpenapaTtam, Mo3TOMY Jlajiee B COOTBETCTBYIOIIMX Te3MCaX-PEKOMEH I~
LUSIX YKA3aHbI PEXMUMbI 03MPOBAHMsI, NCIIOJIb30BABIINECS B KIMHUYECKUX MCCIIEOBAHUSIX.

Figure. Algorithm for the treatment of patients with sarcoidosis

Note: **, medicines included in the list “Vital and Essential Medicines”; #, drugs are not used in accordance with the instructions for the drugs, therefore,
further in the relevant theses-recommendations, the dosing regimens used in clinical trials are indicated.

OKa3aHUS HEOTJIOXKHOM MOMOIIM U MPOBEACHUS UH-

TEHCUBHOM Teparuvu.

B GosbiiMHCTBE cayyaeB HaOJIIOIeHNE U JIeYeHUE Ma-
LIMEHTOB C CAapKOMIO30M ITPOBOIUTCSA B aMOYIaTOPHBIX
ycnoBusx [1].

[Toka3zaHus K BBIMCKE MalMEHTa U3 MEAUIIMHCKOMN
OpTraHU3allNN:

* 3aBepIIeHUE TUATHOCTUIECKOTO MPOolLiecca M yCTAaHOB-

Ka IMarHo3sa;

* 3aBepllieHue Moadopa HavYaIbHOM Tepanuu;

*  KOMIIEHCALUsI OCTPOrO COCTOSIHUSI U OCJIOXKHEHU I
capKoua03a, KOTOPbI ObUTM MPUUMHOI TOCITUTATN-
3auuu [1].

7. lononHuTenbHasa WHgopmauus (B T. Y. hakTopbl,
BNMAOLME Ha UCXOA 3a00NeBaHUs UNN COCTOAHMSA)

JoromauTenbHass THGOPMALIUS OTCYTCTBYET.
Kpurepun orieHKM KauyecTBa MEAUIIMHCKOM TTOMOIITN
MpUBEICHBI B Ta0I. 4.

Tabauua 4

Kpumepuu ouenxu xavecmea meouuunckol nomousu
Table 4

Criteria for assessing the quality of medical care

Nen/n Kputepun kavectea ‘ OuieHKa BbINONHEHNs
1 BbinonHeH o6wuit msnkanbHbIA 0CMOTP [a/ Het
2 BbinonHeHa nynbcokcumeTpus [a/ Her
3 BbinonHeHa npuuenbHas peHTreHorpacms opraHoB rpyAHON KNETKN B NPSMOI NPOEKLMN [a/Het
4 BbinonHeHo uccnefoBaH1e HeCNPOBOLMPOBAHHbLIX AbIXaTeNbHbIX 06LEMOB M NOTOKOB (CMIMPOMETPUS) [a/Her

Hauarno. ITponoskeHue tab:. 4 cM. Ha cTp. 824
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OxoHuaHue Ta01. 4. Havyayo cm. Ha cTp. 823

BbinonHeHb! 06Lmi (KNMHMYECKNIA) aHanu3 KPOBM Pa3BepHYTLIA, OnpeaeneH1e akTMBHOCTH
5 anaHMHamuHoTpaHcdepasbl U acnaptaTaMMHOTpaHChepasbl B KPOBH, MCCNEAOBaHMe YPOBHA 06LLero kanbLms fla/Her
B KPOBM 1 MCCre0BaHMe YPOBHS KanbLyus B MOYe, MCCNeA0BaHNe YPOBHS KpeaTMHNHA B KPOBH

6 BoinonxeHo Y3W ceneseHku 1 neveHu ¢ ykazaHueM ux pamepoB [a/Her
7 Beinonxena KT opraHoB rpyaHoi KneTku [a/Het
8 lpoBeneHa MMMyHOMarHoOCTMKA (BHYTPUKOXHas Npoba ¢ Ty6epKynesHbIM annepreHom) [a/Her
9 MpoBepeHa peructpauus KM Ia [ Het
10 OnpepeneHa TakTMka BefeHUA NauueHTa (akTMBHOE HabnAEHUe UNK neyeHne) [la/Her

[locTUrHYTBI ynyyLIeHre unu cTabunusauns CoCTOSHWUA nauyneHTa fla/ Her

Mpumevanme: Y3V - ynetpassykosoe uccnenosanme; KT — koMnbtotepHas Tomorpadust; SKI™ - anektpokapauorpacms.

MPUNOXEHUE VPOBHU JOCTOBEPHOCTH 10KA3ATEILCTB U yOEIUTEb-
HOCTU pCKOMCHﬂaL[I/Iﬁ OLICHUBAJINUCD IIPpU IMOMOIIN COOT-

Mpunoxexue A1 BETCTBYIOILMX 1K (Tabu. 1S—38S).

MeToaonorus pa3paboTku KNMHUYECKNX

peKkoMeHaaLmn Mopsaok 06HOBNEHMA KNUHUYECKUX PeKOMEHTALMM

Heﬂesaﬂ AYAUTOPHUSA JAHHBIX KIIMHUYECKHUX MexaHmM O6HOBHCHI/IH KIIMHUYECKUX pexomex—maumﬁ

PeKOMEeHIANHiA: MpeaycMaTpUBaeT X CUCTEMATUYECKYIO aKTyaTu3aluio —

*  Bpay oOLIeil MPaKTHKM (CEMEMHBII Bpay); He pexe 1 pasa B 3 rona, a TakXe IPY MOSABJIEHUY HOBBIX

JMAHHBIX C TIO3UIIMH JOKAa3aTeIbHOM MEIUIIMHBI TI0 BOTIPO-
caM IMarHOCTUKM, JIeYeHMsI, TPO(DUIAKTUKA U peadbuauTa-
LIMY KOHKPETHBIX 3a00JIeBaHUI, HATMINHA 000CHOBAHHBIX

*  Bpay-IyJIbMOHOJIOT;
* Bpay-TeparesBT;

* Bpay-TepareBT y4aCTKOBbIN; JIOTIOJTHEHW / 3aMeUaHUil K paHee yTBEP>KIEHHBIM KITH-
* Bpau-dTU3MATP. HUYECKUM PEKOMEHIAIMSIM, HO He vaiiie 1 pasa B 6 Mec.
Tabauua 1S

Illxaaa ouenxu ypoeneii docmogepHocmu 00Ka3ameabcme 0451 Memooos OUacHOCMUKU
(Ouaznocmuueckux emeumamenbcma)

Table 1S
Scale for assessing levels of evidence for diagnostic methods (diagnostic interventions)

YpoBeHb 40CTOBEPHOCTH

[0Ka3aTenbCTB Pacwmdposka

Cuctematnyeckue 0630pbI MCCNIEAO0BAHUI C KOHTPONEM pedepeHCHLIM METoZOM Unu cucTemaTuieckuit 063op PKW ¢ npumenennem
MeTaaHanu3a

1

OTaenbHble MccnefoBaHms ¢ KOHTponem pediepeHCHbIM METOAOM UNK OTAENbHbIe PKW n cuctematnyeckue 0630pbl uccnefoBaHuit

z nroboro au3aitHa, 3a ucknroyennem PKU ¢ npumeHeHnem metaananusa
3 WccnenoBaHus 6e3 nocnenoBarenbHOro KOHTpons pechepeHCHbIM METOAOM UMK UCCIIEN0BaHMSA ¢ pedyePeHCHbIM METOAOM,
He SIBNSIOLMMCS HE3aBUCUMBIM OT UCCTIEAYeMOro MeToAa, Ui HepaHAOMU3MPOBaHHbIE CPaBHUTENbHbIE UCCNIeA0BaHUS, B T. Y. KOFOPTHbIE
4 HecpaBHuUTENbHbIE MCCNEAOBaHNSA, ONUCAHNE KNMHUYECKOTo cryyast
5 WwmeeTcs nuwb 060CHOBaHWe MeXxaHWU3Ma AeHCTBUA UM MHEHMe KCTepToB

ﬂpmmeanme: PKW - PaHLOMU3NPOBaHHbIE KNUHWYECKNE UCCNEA0BaAHMUA.

Tabauua 2S
IlIxaaa ouenxu ypoeneii 00cmogeprHocmu 00KaA3ameabCcme 0451 Memooos npouiaKxmuu, 1eHenus u peabuiumauuu
(npopuraxmuueckux, aeue6HbIX, PeadUAUMAUUOHHBIX 6MEUlAINeAbCME)

Table 28

Scale for assessing levels of evidence for prevention, treatment and rehabilitation methods
(preventive, curative, rehabilitation interventions)

e Psantposs
1 Cucrtematnyeckuit 063op PKU ¢ npumeHeHnem MeTaaHanu3a
2 OtaenbHble PKU u cuctematyeckue 063opbl ccreaoBaHui nioGoro au3anHa, 3a uckniodenneM PKU ¢ npumeHeHreM meTaaHanusa
3 HepaHaoMU3MpoBaHHbIE CPaBHUTENbBHBIE, B T. Y. KOTOPTHbIE UCCNEA0BaHMS
4 HecpaBHuTenbHbIE UCCNeA0BaHMSA, ONMCaHWE KIMHUYECKOTO CMyYas UMK CepUM Cry4aeB, UCCNeA0BaHMA «CyYal-KOHTPOMbY
5 WmeeTcs nuwwb 060cHOBaHMe MexaHU3Ma AeHCTBUS BMelLaTenbCTBa (AOKMMHUYECKUe MCCeA0BaHMSA) UM MHEHMe 3KCTepToB

ﬂpMMeanme: PKWN - PaHLOMU3NPOBaHHbIE KNUHWYECKNE UCCNEA0BaAHMUA.
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Tabauua 3S

Illxaqa ouenku ypoeneii yoeoumeavHocmu pexomeHoauuil 041 Menoooe npopuiaxmuru, OuazHOCMuKU, Ae4eHus
u peabusumauuu (npogpuraxmuyeckux, OUA2HOCMUYECKUX, A1e4eOHbIX, PeaduiumauuoHHbIX 6MeUlameabcma)

Table 38

Scale for assessing the grades of recommendations for methods of prevention, diagnosis, treatment and rehabilitation
(preventive, diagnostic, therapeutic, rehabilitation interventions)

YpoBeHb
ybeauTensHocTH Paclmdposka
peKoMeHAaumit

A CunbHas pekomeHAauys (Bce paccMaTpuBaeMble Kputepun 3deKTUBHOCTH (MCXOAbI) ABNAKTCA BaXHLIMM, BCE MCCNEA0BaHNA UMetoT
BbICOKOE VN YA0BNETBOPUTENbHOE METOAONOrMYECKOe KauecTBO, UX BbIBOABI N0 MHTEPECYHOWMM MCXOAAM ABNSAIOTCS COrNAacoBaHHbIMM)
YcnoBHas pekoMeHpaauus (He Bce paccMaTpuBaemble Kputepim 3htheKTMBHOCTM (MCXOAbI) ABNAIOTCA BaXHLIMMU, He BCE UCCNeA0BaHMS

B MMEHOT BbICOKOE VNN YA0BNETBOPUTENbHOE METOAONOTMYECKOe Ka4eCTBO M / UNK MX BbIBOALI NO MHTEPECYHLMM MCXOAAM He ABNATCSA
COrnacoBaHHbIMM)
Cnabas pexomeHaauus (OTCyTCTBUE A0Ka3aTENbCTB HaAMEXaLLero ka4ecTsa (Bce paccMaTpuBaeMble Kputepun adhekTMBHOCTH (MCXOAbI)

C SIBMAIOTCA HeBaXHbLIMM, BCe UCCNEA0BaHNA UMEIOT HU3K0e METOA0NOrMYeckoe KaYecTBo 1 MX BbIBOAbI MO MHTEPECYHOLMM UeXoaam
He ABNAKTCA COrNacoBaHHbIMM)

Mpunoxexue A2 « JIH I u II creneHu, ecau B paboTe 3TUX MALIUEHTOB

CnpaBoyHble MaTepuansl, BKNoYas COOTBETCTBUE NOKa3aHMI
K NPUMEHEHNI M NPOTMBONOKa3aH!I, CNOCOOOB NPUMEHEHMS
W B03 NEKapCTBEHHBIX NPEnapaToB, MHCTPYKLMK

MO NPUMEHEHNI0 NeKapCTBEHHOTO npenapara

AXTyaTbHbIE MHCTPYKIIMK K JISKAPCTBEHHBIM TIperaparam,
YIIOMUHAEMbIM B JAHHBIX KITMHUIECKNX PEKOMEHIALIUSIX,
MOXKHO HalTH Ha caite http://grils.rosminzdrav.ru

MeauumHcKkas npaBoBas 6a3a BeAeHNs NaLNEHTOB
C CapKkoMB030M 1 IKCNePTU3a TPYAOCNOCOBHOCTH

B cootBeTcTBUM ¢ DenepaibHBIM 3aKOHOM Poccuiickoit
Denepannum «O TpenynpekIeHUN pacIIpoOCTpaHEeHUS
Ty6epkyae3a B Poccuiickoit Mepepaunu» ot 18.06.01
Ne 77-®3, I[MocraHosiaenuem I[IpaBurenbctBa P®
oT 25.12.01 Ne 892 «O peannzaunu PenepaibHOrO 3aK0-
Ha «O mpeaynpexXIeHUN paciipocTpaHeHUs TyOepKyIe3a
B Poccuiickoit Menepannm», mprukazoM Munsnpasa PO
Ne 109 ot 21.03.03, ITpukazom Munsapasa P® No 312
oT 14.07.03 «O npu3HaHUM yTPATUBIIMMU CUJTY TIpUKa-
30B Mun3zapaBmeamnpoma Poccuu u Munsapasa Poccun
oT 22.11.95 Ne 324 u ot 02.02.98 Ne 33» B Poccuiickoit
Denepaunn — ynpasaaena VIII rpynmna gucriancepHoro
yyeTa MalMeHTOB ¢ CAapKOMI030M B MPOTUBOTYOEPKYIe3-
HBIX YIPEKICHUSX.

BenmeHne manmeHTOB ¢ CAapKOMIO30M B HACTOSIIIIEE Bpe-
MsI TIPOBOIMTCS TeparieBTaMM, BpadyaMU OOIICH TTpaKTH -
KU / y4aCTKOBBIMU MeauaTpaMu Mpu KOHCYJIbTaTUBHOMN
ITOMOIIM MyJIbMOHOJIOTa, (DTU3MATpa W Bpadeil Ipyrux
CIELMATbHOCTEN B COOTBETCTBUM C IIPeO0IagaloInMK
JIOKQJIM3ALUMSIMUA OOJIE3HU.

MpUMepHbIe KPUTEPUM OLIEHKM COCTOSIHUS TPYAOCNOCOBHOCTH
NaLMEeHTOB C CapKOMA030M

IIpu onpenenenvu 111 rpynmbl HHBAIMIHOCTH UCTIOJb3YIOTCS

cJeayomue KpUTepun:

* yMepeHHbIe KIMHUKO-PEHTIEHOJOIMYECKUE U3MeE-
HEHUsI B OpraHax IbIXaHMS B BUIE ITHEBMOCKIIEPO3a
u ¢pudpo3sa;

10 OCHOBHOM TTPO()eCCUN MMEIOTCS IIPOTUBOIIOKA3aH-
Hble (haKTOPBI, a PEKOMEHIYeMOe TPYAOYCTPOICTBO
COTIPOBOXIAETCS 3HAUUTEIBHBIM CHUKEHUEM KBaJI -
¢duKaMu U yMeHbIIeHNEM 00beMa ITPOM3BOICTBEH-
HOM NEITEeNbHOCTH;

* OrpaHUYEHHE BO3MOXHOCTU TPYIOBOIO YCTPOMCTBA
JIAT] HU3KOM KBAJTM(DUKALIVN.

IIpu onpenenennu I1 rpynnbl THBATUIHOCTH UCTOb3Y -
0TCA CJIeyIomue KPUTepUum:

* 3HAYUTEJIbHbIC KIMHUKO-PEHTIEHOJIOTHYECKHE N3ME-
HEHMS B OpraHax JbIXaHUs;

* (opMHUpOBaHNE JIETOYHOTO CEepAlIa;

* JIH II creneHu;

* TeHepajau3alys capKouao3a ¢ BOBJICUEHUEM Cepala,
IJIa3, HEPBHOM CUCTEMBI, TUIOXO TMOoaAatomasicst ad-
(peKTUBHOMY JICUCHUIO;

* moTtepd npodeccun U KBaaudUKaLUU B pe3yJibTaTe
IJTMTETbHOTO TeUeHHUsI 3a00JIeBaHMSI.

IIpu onpenenenun I rpynnbl HHBAJIMIHOCTH UCTIOJIb3Y -
0TCA CJIeyIomue KPUTepuu:

* 3HAYUTEIbHBIC HEOOPATUMBbIE KITMHUKO-PEHTICHOJIO-
rmyeckue u3MeHeHus1 B opraHax apixanust (IV ctagus
3a00JIeBaHMsI C BEIPaKEHHBIMU MOP(OJIOTUYECKUMU
1 3HAYUTETbHBIMU (DYHKIIMOHAIBHBIMA N3MEHEHUSIMIA
B OpTraHaX IbIXaHU);

* JIeroyHoe cepjlie B dhaze JeKOMIeHCaluH;

* JIH u cepaeuHo-cocynucras HegoctatrouHocTs 11 cre-
TeHU,

* TeHepaJM30BaHHBIN ITPOIIECC C BOBJICUCHUEM CEepla,
rja3, HEPBHOU CUCTEMBbI, MOYEK, HE MOMMAIOIIUICS
9(bGhEeKTUBHOMY JICUEHUIO;

*  XPOHHUYECKOE WJIH IIPOTrPECCUpPYIONIee peMIUBUPYIO-
1Iee TeueHue capkomnmosa ¢ 3aBucumoctbio oT ['KC.
[IpencraBieHHbIE KPUTEPUU MOTYT CIYKUTb OPUEH-

TUPOM TIPU HATIpaBJICHUU TAIIMEHTOB IIJISI TIPOBENCHUS

MEIUKO-COIIMAIBHOM 3KCITePTU3HI.

Capkonao3 n BOMHCKUI y4eT
CornacHo Ilocranosnenuto IlpaButenbctBa PD ot

04.07.13 Ne 565 «O6 yrBepxaeHnu ITosoxeHust 0 BOeH-
HO-BpaueOHOI1 aKcrepTu3e» (CTaThsl pacnycaHust 0oae3-
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Heit 51), rpaxgaHe Mpu MepBoHAYaIbHONM MOCTaHOBKE
Ha BOMHCKUI y4eT, MpU3bIBE Ha BOEHHYIO CITYXOY, TTOCTY-
TAIOIINE Ha BOCHHYIO CITY3KOY ITO KOHTPAKTY, a TAKXKE BOCH-
HOCJTy>KaIIie, TIPOXOISIINE BOSHHYIO CTY>KOY IO TIPU3BIBY
B cJIy4yae ycTaHOBJIeHUsT AuarHosa capkouaos I11-1V cra-
JIMU, a TaKKe B ciIydae TeHepaau30BaHHOU (opMbl cap-
Kommo3a (Kateropus TomHoCTH [1) SIBJISTIOTCS] He TOMHBIMU
K BOeHHOI1 ciyx0e. B ciyuae capkounosa I u 1l cranuu,
MOATBEPKIEHHOTO pe3yabTaTaMU THCTOJIOTMYECKOTO UC-
ciefnoBaHMs (MPY OTKa3e MalMeHTa OT TMarHOCTUIECKOM
IMyHKIIUY UaTHO3 YCTAaHABIWBACTCS 0 COBOKYITHOCTH
KIMHUYECKUX 1 JTA00PaTOPHBIX JAHHBIX), Y JIMLI, TIPU3bIBa-
€MbIX Ha BOGHHYIO CITy>KOY, BOGHHOCTY>KAIIUX IO ITPU3bIBY
(xateropusi TomHOCTU B) SIBIISTIOTCST OrpaHUYEHHO TOMHBIMU
K BOEHHOI cJ1yk0e (IPpU3bIBY HE MOIEXKAT).

Meroaonorus npoBeaeHNs CNMPOMETPUM

(cMm. Meroanueckue pekomeHaauuu Poccuiickoro pec-
IMMPATOPHOTO OOIIIECTBA IO MTPOBEAECHUIO CITUPOMETPUHN )

Cnucok cokpaLieHui

AIl® — aHrMOTeH3MH-TIpeBpallaoIInil (hepMEHT
BIJIY — BHyTpUrpynHbie TuMbaThUIeCcKKe y3Ibl

JIH — npixaTenbHasi HEIOCTaTOUHOCTD

nl'KC — MHTaIIIIMOHHEBIC TITIOKOKOPTUKOCTEPOUIBI

KT — xommbloTepHas Tomorpadpus

KTBP — kommnbloTepHast Tomorpadusi BLICOKOTO pa3pe-
LIeHUS

JIT" — nerouHast runepTeH3ust

JIY — numpatnueckue y3iabl

MPT — MarHUTHO-pe30HaHCHas ToMoTpadust

MTT — meToTpekcar

ODB, — 06beM (HOPCUPOBaHHOTO BbIIOXA 3a 1-10 CEKyHIy
I[I9T — mo3uTpoHHast SMUCCUOHHAsI ToMorpadust

PKHM — pangoMusupoBaHHbIe KIMHUYECKHE UCCIIEI0-
BaHUS

c¢'KC — cucreMHBIEe TTFOKOKOPTUKOCTEPOUIBI

VY3 — ynbTpa3ByKOBOE UCCIeAOBaHNE

DOXKEJ — dopcrpoBaHHas JKU3HEHHAs! eMKOCTh JIETKUX
OKTI — anekrpokapauorpabdus

DL, — mupdysnoHHas criocoGHOCTh JIETKUX 10 MOHO-
OKCHIy yTjepoaa

FAS (Fatigue Assessment Scale) — 11Kaja OlleHKHU yCTa-
JIOCTH

IFN — unrepdepoH

Ig — uMmyHOTITOOYTUH

IL — uHTepneiikuu

mMRC (modified Medical Research Council) — 111KaJia Bbl-
PaKeHHOCTH OIBIITKHI

TNF (Tumor necrosis factor) — (pakTop HEeKp0O3a OMyXOJIn
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