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Cundpom akmusayuu maxpogpaeanoe (CAM) — msaicenoe, ycuzneyzpoxcaemoe cocmosiHue, nposieasioueecsi 2emoQazoyumosom, NaHyUmo-
neuueil, koazyronamueil, Hapyuienuem @ynkyuu nevenu u IIHC. 3aboaresanue omuocumes x epynne eucmuoyumapHuix paccmpoiicms. Oc-
HoeHbiMu mpuzeeprbimu gakmopamu CAM sensiomes pesmamuueckue 3a001e6aHust, 0COOEHHO CUCMEMHAS (PopMA 08EHUNBHO20 UOUONAMU-
ueck02o0 apmpuma, UHQEKUUOHHble 3a001e8aHUs, UMMYHOOepuyum, aekapcmeentble npenapamot. ONUCAHbI OCHOGHbIE SMANbL NAMO2EHE3A
CAM, poav eunepyumorunemuu. Ilpedcmasnena kaunuueckas kapmurna CAM u eemogpacoyumaphsix aumgpoeucmuoyumo3sos. Paccmompe-
Ha 36040YUs duaeHocmuueckux nodxo0oé npu CAM u poocmeeHHbIX cOCMOSHUSAX, MAKUX KAK HACAeOCMBEHHDbII U 6MOPUYHDBLIL 2eMoghazo-
yumapholil aumgpoeucmuoyumos. Iloxazano snauenue paspabomru ouaenocmuyeckux kpumepues CAM y nayuenmos ¢ cucmemHoil gpopmoi
108eHUNBHOR0 UdUOnamu4eckoeo apmpuma. Mznroxicenst cospemertbie nooxoost k mepanuu CAM.
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Macrophage activation syndrome (MAS) is a severe life-threatening complication presenting with hemophagocytosis, pancytopenia, coagu-
lopathy, and liver and CNS dysfunctions. The disease belongs to a group of histiocytic disorders. The common triggers for MAS are rheumatic
diseases, particularly systemic juvenile idiopathic arthritis (SJ1A), infectious diseases, immunodeficiency, and medication. The paper describes
the main stages of the pathogenesis of MAS and the role of hypercytokinemia. It presents the clinical picture of MAS and hemophagocytic lym-
phohistiocytoses. The evolution of diagnostic approaches to diagnosing MAS and related conditions, such as hereditary and secondary hemo-
phagocytic lymphohistiocytosis, is considered. It is shown that it is important to elaborate diagnostic criteria for patients with SJIA. Main cur-
rent approaches to therapy for MAS are outlined.
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CuHapoMm akTuBalmu MakpodaraioB — CAM (macrophage Hble CUMITOMBI, conpoBoxnawinrue CAM, Haubosee moapoo-
activation syndrome — MAS) — TsKenoe, XKU3HEYyTpoxarllee Ho onucaHbl A. Ravelli v coaBT. [2] u npeacTaBieHbl B Ta0I. 1.
COCTOSIHME, TTPOsIBJIsIoNIeecs reMo(aroluTo30M, NaHIUTOIe- ITpumep remodarounrosza MakpodaraMu KJieTOK KOCTHOTO
HUEl, Koaryjonarueit, HapyiieHueM GyHkuuu neyenu u LIHC mosra (KM) npezacraBiieH Ha pUCYHKe.

[1]. 3aboneBaHre MMeET HECKOIBKO CUHOHUMOB, MCIIOJIb3YI0- CAM OTHOCUTCS K TPYIIe TUCTUOLUTAPHBIX CUHAPOMOB,
IIUXCS B OTEYCCTBEHHOW WM MHOCTPAHHON JUTepaType: HO MMeeT CBOU IMaTOreHeTUYECKUe MEXaHU3MbI, CITOCOOBI THar-
«macrophage activation syndrome», «peakTUBHBII remModaro- HOCTUKM M MOAXONbI K Tepanuu. Cpenu OJIM3KHUX M POACTBEH-
LIUTO3», «BTOPUYHBIM TMCTUOLMUTO3», «TeModaroiuTapHblii HBIX COCTOSIHUI BBIIEJSIIOT CeMEMHbIH TemMoparouuTapHbIi
JUMGOrucTuouuTo3». OCHOBHBIE KIIMHUYECKHUE U J1abopaTop- muMmdoructuonuros (familial hemophagocytic lymphohystioci-
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Tabnuua 1. OcHo6Hble KAUHUUYECKUE, 1A00PAMOPH

u namomopgonroeuueckue nposearenus CAM

Kimnnyeckue nposiBieHus

TMocrosiHHas MxopaaKa LuTonenus
(HEpEeMUTTUPYIOLIAST) HapyieHue GpyHKImy neyeHu
Tenaromeranus Koarynomnarus
CruieHoOMeranus CHuxenue COD
JIumpaneHonatust TuneprpurinnepuaeMus
Temopparuyeckuii CMHIPOM TunonatpueMust
Huchynkuus THC TunoanboymMmuHeMust
TunepdbepputnHeMus

TossiteHue yposust sSCD25 u sCD163

ITaTorucrosornyeckne NPosiBJIEHUS
TemodarouuTo3 makpodaramu kietok KM
TMossieHHas akcnpeccust CD163 makpodaramu KM

ble

JIaGopatopHbie nposiBieHust
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SABONEBAHWA AETCHKOIO BO3PACTA

* CAM — cocTostHU€, OCJIOXKHSIIOIIEee
TeueHUe CUCTEMHOM (POPMBI FOBEHUITBHO-
ro uauonaruyeckoro aprpura (CKOUA) u
IPYTUX pEeBMAaTUYECKUX 3aboreBaHUi
(cuctemHast KpacHasi BOTYaHKa, CUCTEM-
Hbl€ BaCKYJIUThI, ayTOBOCHAIUTEIbHBIE
3a00s1eBaHus ). JluarHocTHyecKe KpuTe-
puu, pazpadoraHHeie qisi FHLH wu
SHLH, He noaxoasT u3-3a HU3KOW 4yB-
CTBUTETBHOCTH, TaK KaK HE yIUTHIBAIOT
0COOEHHOCTEN KIMHUKO-1a00paTOPHbBIX
MPOSIBIEHUII PeBMaTUYECKOro 3abosieBa-
Hus. Kak npaBuiio, He Tpebyetcst TKM.
Tepanus B Gosbliieil cTeneHW OCHOBaHa
Ha npuMeHeHuu Bbicokux 103 'K u 610-
kaze uHtepaeiikuaa (MJ1) 1 (anakuHpa).

Huarnoctuueckue kputepun HLH-
2004 npeacTasieHsl B Tad. 2 [9].

B nutepaTtype onmucaHO MHOXECTBO
TPUITEPHBIX (haKTOPOB, TPHUBOIAIIUX K
pazButuio CAM, ogHaKo poJib HEKOTO-
PBIX U3 HUX HEOTHO3HAUHA:

* MH(pEKILMS (Teprec-BUPYCHI, IIUTO-
MerajoBUpyc, Bupyc DomreiiHa—bapp,
JieiiiManuM, napsosupyc B19, caibmo-
Heta, BUY, sHTepoBUpyc, BUPYC BeT-
PSTHOI OCTIBI, ITHEBMOIIMCTA, JHTEPO-
KOKK);

* UMMYHOAEC(PULUTHBIE COCTOSTHUS
(cunapom Ipucuemiu Tdn 2, CUHAPOM
Yeauaka—Xuracu u 1ip.);

* JIeIiKO3bl U JIuMbonponrdepaTus-
HbIe 3a00JIeBaHNS

* peBMaTHUYECKUe 3a00JIeBaHUS: CHU-
. CTEeMHBINl apTPUT, CUCTEMHasl KpacHas
BoJlYaHKa, 6one3Hb KaBacaku, ayToBoc-
MaJuTeIbHbIE 3200J€BaHUS;

* JIEKapCTBEHHBIE CPEICTBA — He-
CTEpPOUIIHBIE TPOTUBOBOCTIATUTEIBHBIC

Dazoyumos eemonosmuueckux kaemok 6 KM*. Iemoghacouumupyrowue maxpoghpaeu 6 KM
(cmpeaku). a — 6: ghacoyumos nopmooaacmos (acnupam KM); e — pacouumos spumpo-

yumos (mpenanoduoncus). x40 (a, ¢), x100 (6,

tosis — FHLH), BTopnuHBIii reModarouuTapHbiii TUM(OTHUCTH-
ouuto3 (secondary hemophagocytic lymphohystiocitosis —
SHLH) wu nenocpeactseHHo CAM [3, 4]. HecmoTtpst Ha 6au-
30CTh COCTOSIHUI, OHM MMEIOT PsIl pa3jinuvil B MaToreHese u
ToIxo1ax K tepanuu [5—8]:

* FHLH — HacnencrBeHHOe 3a00/ieBaHUE C MOJIEKYJISIPHBI-
MM nedeKkTaMu, uMeroTcsl Kpurepuu auarHoctuku (HLH-1991,
HLH-2004), pazpaboTaHbl TepaneBTHYecKue nMpoTokoibl (HLH-
1994, HLH-2004), yacto TpebyeTcsl TpaHCIJIaHTalluM KOCTHOTO
mosra (TKM) B cBs3u Heah(HeKTUBHOCTBIO XUMUOTEPAIIUM;

* SHLH — pa3BuBaetcs Ha (poHe nHbeK1IMii, 3a00IeBaHNII,
TpreMa JIEKapCTBEHHBIX CPeACcTB. sl IMarHOCTUKU TIOIXOIST
yrnomsiHyThie Boite kputepuu (HLH-1991, HLH-2004), TpeGy-
€TCsl JIeUeHWe OCHOBHOIO 3a00jieBaHUsI U UMMYHOCYIPECCUU
(rmokokopTukouabl — 'K, MHTMOMTOPBI KaTbLIMHEBPUHA, BHY-
TPUBEHHOE BBEllEHUE WMMYHOTJIOOYJINHOB);

* CoOCTBEHHOE HAOJIIONEHHE.

6)

nmpemapatel (MOynpodeH, WHIOMETa-
LIMH, HampoKceH); D-meHuummuiaMuH,
npenapatbel 30J10Ta, cyjabdacala3uH,
TeHHO-UHXEeHEPHbIE MMMYHOOUOJOIM -
yecKue Tperapathl (3TaHeplenTt, WHGIMKCuMab, PUTYKCH-
mab0, 61okaTopsl MJI1), ”UMMyHOCYNIpECCUBHBIE U LIUTOCTATH -
YecKHe TIpenaparThl;

® ayTOJIOTMYHAS TPAHCIIJIAHTALIMSI CTBOJIOBBIX KJIETOK.

Mexanusm pazButusi CAM  cBsi3aH ¢ HEKOHTPOJIUPYEMOM
akcnaHcueit T-nmumdouuToB u MakpodaroB Ha (poHe CHUXKE-
Hug nutotokcuyeckoi pyHkumu NK-kieroxk u T-numdonuTon
BCJIEICTBUE MYTAIIMil B TeHaX, KOHTPOJTUPYIOIINX IIUTOJIUTAIC-
cKyto yHKIM0. LInTOTOKCMYeCcKMe KIETKH BBIICISIOT IIUTOIH -
TUYECKUE TPAHYIIbI, comepxaiiue nep@opuH u rpaH3umsl. [lep-
¢opurH 0O6pa3yeT MEKKJIETOUHBII KaHal, TI0 KOTOPOMY B TapreT-
HYIO KJIETKY MOCTYIaeT rpaH3uM B, akTUBUpYIOLIMIA TpoLiecChl
anonTto3a. Myrauuu B O6enkax MUNC 13-4, Syntaxin 11,
Syntaxin-binding protein 2 (SBP2/MUNC 18-2), oTBeTCTBeH-
HBIX 3a TPAHCITOPTUPOBKY I'PaHYJ K KJIETOYHON MeMOpaHe, MX
nepeMelleHrue B TapreTHYI0 KJIETKY, TakXe MPUBOIST K CHU-
XKEHUIO LIUTOIUTUYECKOM (PYHKIMM (KOJIMYECTBO nepoprHa B
Hopwme) [10—15].
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Kpowme toro, B marorene3ze CAM Beayiasi poJib MpuHaJje-
KUT 1UTOKMHaM. HawmGomnee BaXHOU sSIBIsieTCSl M30BITOYHAS
MPOMYKIUST MHTep(hEpOHa y, CBSI3aHHAsI C TIOCTOSIHHON aKTUBa-
meit TLR-9. Ona Bo3HWKaeT Mpu HAIWMIUU MYTallUM B TeHE
IFRS5 (interferon regulatory factor 5) u onmcaHa y MaldeHTOB C
CHOUA, y koropsix pasBuicsi CAM. [Toka3zaHo, 4TO MOCTOSIH-
Has aktuBauus TLR-9 Bmecte ¢ 6aokamoit peuentopa MJI10
(MJ110p) npuBonut kK dyabmuHanTHOMY CAM. TTonumopduszm
reHa WJI10p, BeI3bIBatoluii cHukeHue npoaykuuu MJI10, ato
MoxXeT ObITh mpuuuHOir CAM, Ha6Gmiomaecst mpu CIOHA.
B mpoTuBOmonoXHOCTH 3TOMY 060Jiee BBICOKASl MPOMYKIIUS
MJI10 MmoxeT croco6cTBOBaTh Pa3BUTHIO CKPBITOTO/XpOHUYE-
ckoro majgomaHugectHoro CAM. B psine ucciaenoBaHuii moka-
3aHa poJib U Apyrux uutokuHos: WJI1, 4, 6, 12, 16, 18, dakTopa
Hekpo3sa onyxoiau (PHO) o, sCD25, sCD163, s100 [16—20].

Huarnoctuka CAM — cioxHas 3ajada, Tak Kak 3TO He-
criennUIecKril CUHAPOM, OCIOXHSIOUUNA U BUIOU3MEHSIIO-
LU KIMHUKO-JIa00paTOPHbIE XapaKTePUCTUKU OCHOBHOTIO 3a-
6oneBanusi. CAM HanmoMMHaeT cerncuc, reHepan30BaHHOE Te-
yeHre uHekuun. OYeHb CIOXHOW SIBJISETCS AUArHOCTUKA
panHux craauiit CAM. PaHHss1 1MarHoCTUKa MO3BOJISIET CBOE-
BpPEMEHHO HauyaTh afeKBaTHOE JIEYeHWE, YTO CYIIEeCTBEHHO
BIMSIET Ha 00beM M ucxomsl Teparmuu [21, 22]. Jlo HemaBHEro
BPEMEHU MPAKTUYECKU HE CYLIECTBOBAJIO KPUTEPUEB, MTO3BOJISI-
IOIUX B paHHUE CpOoKM quarHoctupoBatb CAM y malMeHTOB ¢
CIOUA [23]. Hecmortpst Ha poactBo HLH nu CAM, yacto npu-
MEeHSIeMble B KIIMHUYECKOU MPaKTUKe TUarHOCTUIEeCKUEe KPUTe-
pun HLH, pazpaborannblie 15 HaciaeacTBeHHbIX ¢oopm HLH,
He moaxomat s auarHoctuku CAM y mammentoB ¢ CHOUA
[9]. BoipaxkeHHOE BocmajieHue, HEUTPODWIbHBIN TUIIEPAEHKO-
LIUTO3, TPOMOOLUTO3, rUNepOUOMPUHOTEHEMUSI, TUITUYHbBIE
st CKOUA, tpeGyet 6oJiee BbICOKMX OTpe3HbIX (cut-off) 3Ha-
YeHWI yKa3aHHBIX TTapaMeTPOB IS U -
arHoctuku CAM y manuenTtoB ¢ ClO-
HA. KitoueBoii CMUMNTOM MPakKTHYECKH
BCEX KPUTEpUEB — JIMXOpaaKa, KOTopas
OIMHAaKOBO 4YacTO BCTpPEYaeTcsl Mpu
CIOUA HezaBucumo ot Hanuuyuss CAM.
OpHako nipu paszputuu CAM xapakrep 2
JINXOpaIK MEHSIETCS, M OHA TIpeBparia-
€TCSl U3 PEMUTTUPYIOLLEI B IOCTOSIHHYIO
[24]. Haxe xputepuu, paszpaboTaHHbIE
rpynnoit A. Ravelli [25] B 2005 1., xoTs u
OBUIM OPMEHTHPOBAHBI Ha IMAIIMEHTOB C
CIOUA, He aBasIMCh paHHUMU, TaK KaK
MIPEeNMYIIECTBEHHO OCHOBBIBAJIINCH Ha
KIMHUYECKNX, a He Ha J1ab0opaTOPHBIX
U3MEHEHUsIX. OTU JOUarHOCTUYECKUE
KPUTEPUU MpeaCTaBIeHbI B Ta0I. 3.

Tabauua 3.

<262+ 10°/n
>59 En/n
<4,0+10°/n

<2,5r/n

1. CHUXeHUe ypOBHS TPOMOOIIUTOB
. [oBeimenue ypouss ACT
3. CHUXXEeHUE YPOBHSI JISHKOLIUTOB

4. TunocubpuHOreHEMHUSI

SABONEBAHWA RETCHOIO BO3PACTA

Tabnuua 2. Huaenocmuueckue kpumepuu HLH-2004

* MounekynsipHoe noarsepxaenue HLH nu6o

¢ Tnarnoctuueckue Kputepuu HLH (>5 u3 8):

(a) tuxopanka;

(b) cruleHOMeranus;

(c) uMTONEeHUs, BOBJIEKaloNIas >2 pocTka nepudepuiyeckoil KpoBu:

— remorsioouH <90 r/xa (mo 4 Hex <100 r/m)

— Heittpodunsl <1,0 - 10°/n

— tpoM6GoruThl <100 - 10°/1;

(d) TMIePTPUTITUIIEPUIEMUS 1/VITA TUITODUOPUHOTEHEMHUST
(TT natomak >3,0 mmonb/1, budbpuHoreH < 1,5 r/m);

(e) remo(haroMTo3 B KOCTHOM MO3Ie, CeJe3eHKe, IMM(aTUIeCKUX
y3nax, LICXK. UckioueHrne OHKOJIOTMYECKUX 3a00IeBaHNUIA;

(f) cHIXKeHMe WM OTCYTCTBHE akKTUBHOCTH N K-KiTeToK;

(g) moBbIlIeHUE YPOBHS (hepputrHa <500 Mr/mi;

(h) moBbrrenue ypoast CD25 (pactBopumsiii MJ12p) >2400 U/L

Ilpumeuanue. 11CXK — uepedpocnuHaibHast Xuakocthb; UJI2p —
peuentop MJI2; NK-KjIeTKM — HaTypajibHble KUJIJIEPHI.

|
HUMMU, TOT/Ia KaK JIabopaTOpHbIe KPUTEpUU 00JIee TyBCTBUTEIb-
HBI U crienubuyHE [25, 26].

[lepeuncnenHble AUArHOCTUYECKUE TPYIHOCTU MOOYIMIU
Hac K pa3paboTke KpuTepueB paHHell auarHoctuku CAM y na-
ureHToB ¢ CHOMA [27]. 3a ocHOBY ObUIM B3SThI TOJIBKO JJaOOpa-
TOpPHBIE KPUTEPUN KaK HauboJIee YyBCTBUTEIbHbBIE U CTICTIM (U~
Hble. DTU TUAarHOCTUYECKUE KPUTEPUU TIPEACTaBIeHbI B Ta0I. 4.

B 2014 . B Ienye (Mramus) cocrostmace MAS consensus
Conference, Ha KOTOPOIi ObLJIM MOABEAEHBI UTOTW S-JIETHEN pa-
0OTBI OOJTBIIIOTO YKCIa MEXIYHAPOAHBIX LIEHTPOB U 9KCIEPTOB.
PesynbsraTom 210l pabOThI SIBUJIOCH CO3AaHNE (DUHATBHBIX KpU-
tepueB CAM y nauuentoB ¢ CIOUA [28]. laHHble KpUTepuu
MpeacTaBieHbl B Ta0I. 5.

Illpedsapumenvnovie duaenocmuueckue kpumepuu CAM
y nayuenmos ¢ CIOHUA

JIaGoparopHbie Kputepun

Kimnnueckue KpuTepuu

1. Auchyukuus LITHC
(ne3opueHTalysi, pa3apakKuTeIbHOCTD, JETaPTHs,
TOJIOBHAsI 00JIb, CYIOPOTH, KOMa)

2. [emopparuyeckuii CMHAPOM (MOBBILLIEHHAS
KPOBOTOYMBOCTb, ITyPITypa, KPOBOTEUSHUE
U3 CIU3UCTBIX 000J0YEK)

3. [emaromeranust
(>3 cM u3 noapedepbs)

Tucronarosnornyeckne KpuTepun

JlokazaTebcTBO reModaronuTo3a Mmakpodaramu B aciupare KM

Juaenocmuueckoe npaguno: jiist auarHoctuku CAM TpeOyeTcsi He MeHee 2 JabopaTOpHbBIX WU
>2—3 KIMHUYECKUX U/Win JabopaTopHbIx kKputepueB. MccnenoBanue KM (remodaronuros)
PEKOMEH/I0BAaHO TOJIBKO B COMHUTEJIBHBIX CITydasiX.

OnHaKo MpeicTaBIeHHbIE KPUTePUN
WMEIOT PSIT OTPAaHUYECHUI, O KOTOPBIX HE
cTouT 3a0bIBaTh. Kpurepum oTHOCSTCS
TobKO K nmanueHtam ¢ CFOUA, a quar-
HOCTUYECKME 3HAYeHMs J1abopaTOPHBIX
mapamMeTpoB ObUIM pPacCYMTaHbl JIMIIb
IIJIST KOHKPETHOM BbIOOpKU. Takke cie-
JIyeT oOpaliaTh BHUMaHNe Ha KOMMEHTa-
pUM aBTOPOB K IIPEABAPUTEIbHBIM KpPH-
tepusim. KpomMe Toro, B HECKOJIIBKUX KC-
CJIeZI0BaHMSX ObUTIO MOKA3aHO, YTO KJIU-
HUYECKNE CUMIITOMBI He SIBJISTIOTCST paH-

Kommenmapuu. 1. KnuHrnyeckue Kputepuu, BO3MOXKHO, O0Jiee MOJIe3HbI KaK KilacCu(prKauoH-
HbIE, YeM KaK JMarHOCTUYeCKUe KPUTEPUM, TOCKOJIbKY Yallle BCTPEYalOTCsl B MO3AHUX CTaIUSIX
CAM u MOryT MMeTh BeCbMa OTpaHUICHHOE 3HAUSHUE /TSI PAHHEW TUATHOCTUKY U TIPU MTOJ03-
peHuu Ha HaunHawoluiicss CAM.

2. [Ipyrrvie KIMHUYECKKe CUMITOMBI, BecTpevarotuecs mpu CHOUA-accouunpoBannom CAM u
He yKa3aHHbIe B KaUeCTBEe KPUTEPUEB: MOCTOSIHHAS (HEPEMUTTUPYIOLIAsT) JIMXOPpaIKa, CIIEHO-
Merajusi, TeHepaJ30BaHHast JTMMbaJIeHONATHsI, MAPaTOKCATbHOE (JIOXKHOE) YIyqIlIeHUE Cyc-
TaBHOTO CUHIpOMA.

3. Ipyrue nabopatopHble cuMITOMBI, BeTpevatonuecs mpu CHOUA-accormmmpoBanHom CAM u
He yKa3aHHbIE B KQuecTBe KpUTepUeB: aHemusi, cHuxXeHre COD, nosbiieHue yposHsi AJIT, mo-
BBIIIIEHUE YPOBHSI OMTMPYOMHA, HAIMYKE TPOIYKTOB Jerpanauu (huOprHa, TOBIIICHIE YPOBHST
JIAT, runepTpuriuuepuaeMusi, TMIIOHaTPUEMKs], TUTIOAIbOYMUHEMMUS, TUTIep(heppUTHUHEMYS.

Ilpumenanue. 3nech u B Ta01. 4, 5: ACT — acnapraramuHorpancdepasa; JIAT — nakrataerun-
poreHasa; AJIT — amaHuHaMuHOTpaHChepasza.
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Tabnuna 4.

. YMeHblueHue yrcaa tpomMoouuToB <211 < 10°/n
. YMeHbIlleHUe Yurcia JekonuToB <9,9 « 10°/1

. [MoBbiienue ypoHst ACT >59,7 En/n

. [obirenue yposust JIAT >882 En/n
CHuxeHue ypoBHs anboymMuHa <29 r/n

. [NoBbInieHue ypoBHs hepputrna >400 Hr/mn

. [unodubpuHoreHemust <1,8 r/n

. Haynmmuue nipotennypun <1,0 /24

OO\]Q\}JI-PUJN»—‘

Hammuue >3 kputepueB mo3BoJisieT auarHoctupoBath panauit CAM co 100% cnermmbuvaHo-
CTBIO U YyBCTBUTENBHOCTRIO (MuarHocTuueckoe OLI 2997,0; 95% AU 57,2—156962,8)

Tabauna 5.

Jluxopanka u runiepdepputruHemMust >684 HI/JI B COUSTAaHUM KaK
MUHUMYM C 2/4 KpUTEPUSIMU:

1. CamxeHue ypoBHsI TpoMGormToB <181 « 10°/1

2. MobimeHue yposust ACT >50 En/n

3. T[1oBbIlIEHNE YPOBHS TPUIIALEPUIOB > 160 Mr/mit (>1,75 MMosib /1)
4. CHuxenue ypoBHsi ¢hubpunorena <360 mr/mi (3,6 /)

Tabnuna 6.
¢c COUA ¢ cumnmomamu CAM

CraproBas Tepanus

AHakuHpa C

MHruouropsl KaablMHEBpUHA

I'K nepopajibHO, BHYTPUBEHHO C
Monorepanus ['K >2 Hen Henmpuemiema D
Henpuemnemasi/HeonpeaeaeHHas Teparusi: D

abararent, KaHaKnHyMa0, BHYTPUBEHHBII UMMYHOTJIOOYJIUH,
METOTpeKcar, JielyHOMU, PUJIOHALIETIT, PUTYKCUMA0, 6J10KaTO-
pet ®HO«, Toumnmaymad

JuarHocTuyecky HanboJiee 3HaYMMbIMU OKa3aJliuCh U3Me-
HeHue yuciia TpoMooLuToB, YpoBHs (epputuHa u ACT. Eciu
MOCMOTPETh Ha BCE JMarHOCTUYECKUE KPUTEPUU, TO Haubosiee
4acTO yMOMUHAEeMbIM JlabopaTopHbiM MapkepoM CAM sBisi-
eTcst GeppUTUH — OCHOBHBIN BHYTPUKIIETOUHBIN OEJTOK, OTBET-
CTBEHHBIN 3a aKKyMyJsinuio Xxene3a B Kietke. [Ipu CAM ero
YPOBEHbD MOBBIIIAETCS U CAYXKUT MapKepOM CUCTEMHOI BOCIa-
JMTeNbHON peakunu. B HopMme B chIBOpOTKE (EppUTUH Ha
60—80% mpencraBieH TIIMKO3MIMpPOBaHHOU (bpakimeit. BHyT-
PUKIIETOYHBI (DeppUTUH — HETIUKO3WJINPOBaHHBIM. st
CAM TUNTUIHO CHIKEHUE IO TJIMKO3WINPOBAHHOTO heppu-
THa <20%, Tak Kak Mpu pa3pylieHUN KJIeTOK BbICBOOOXKIAeT-
cs1 OOJIBIIIOE KOJIMYECTBO HETrIMKO3UJIUPOBAHHOM (paKLuu,
M3MEHsISI COOTHOILEHUE MeXAy (pakUUsMU B CTOPOHY MOC-

llpedeapumenvrvie nabopamoprble Kpumepuu paHHei
duaenocmuxu CAM y nayuenmos ¢ CIOHA

Qunanvnvie kpumepuu CAM y nayuenmoe ¢ CIOHA

Pexomendauyuu ACR-2013 no neuenuro nayueHmoe

‘YpoBeHDb 10Ka3aTeIbHOCTH

SABONEBAHWA AETCHKOIO BO3PACTA

JienHeil. B pa3HbIX McClenoBaHUSIX MO-
pa3HOMY MHTEPIIPETUPOBATIOCH TTOPOTO-
Boe 3HaueHWe (GeppuTUHA, UCIIOIb3ye-
MO€ B Ka4eCTBE IMaTHOCTHYECKOTO — OT
400 mo 10 000 Hr/m.

Tpynnoctu nuarHoctuku CAM cBsi-
3aHbl C €r0 HEM3BECTHOM YacTOTOM, Ha-
JIMYMEeM CYOKJIMHMYECKUX (opM, Mpo-
JIOHTUPOBAHHBIX (XPOHUYECKUX) (PopM,
CXOXECThI0O KIMHUYECKUX TPOSIBICHUIA
C CEICUCOM, a TaKXKe HePeIKON acCcolu-
almeil ¢ cerncucoM. JluarHoctuuyeckue
kputepun HLH noaxoxsit nasgs FHLH u
SHLH, Ho He nnst CAM, naHHbIe Kpu-
TEPUN XOPOIIO OTMCHIBAIOT pPa3BEepHY-
Ty1o ctannio CAM.

Teparmust CAM ocHoBaHa Ha TOJaB-
JICHUU TUTIEPLIMTOKUHEMUM 1 KOPPEKIIUHT
OCJIO)KHEHMI, BBI3BAHHBIX CHUCTEMHOI
BOCIAJIMTEJIbHOM peakiueit. Boicokue
no3bl 'K B pexxumMe mynbc-Tepanuu (Me-
TUJITPEIHU30JI0H 10 30 MT/KT) ¢ TTOC/Iemy-
IOIIUM TIpUMEHEeHHeM TepopaibHbix ['K
(MIpeIHU30JI0H U3 pacyeTa 1—2 MI/KT)
OKa3bIBaIOT Kynupytomuii a¢ddekr y 30—
50% mauyeHToB, KaK MpaBUJjIo, C HETSIKE-
Jibivu niposiBiieHusiMu CAM. Tpu Henoc-
TaTOYHOI 3(PHEKTUBHOCTH K Teparuu 10-
0aBJISIIOT MHTMOUTOPHI KaJbIIMHEBPUHA
(IMKJIOCTIOpUH A B 03¢ 4—5 MI/KT B Cy-
TKU), BHYTPMBEHHBII MMMYHOTIJIOOYJIMH
(1 r/xr), a Takxke Gmokatopsl UJI1 (ana-
kuHpa). [1pu orcyrcTBun addexra odcy-
XKIaeTcss IpUMEHEHNe XUMUOTepareBTH-
yeckoro rporokona HLH-2004, a mpu ero
Hea((PEKTUBHOCTU pelIaeTcs BOIPOC O
npoBeAaeHuu npoueaypbl TKM. Baxnoit
coctaBHOI yacTbto jeueHuss CAM saBsi-
€TCs COTIPOBOMUTETbHASI Teparusi, BKIIOYAIONIasl MpUMeHeHUe
AHTUOMOTHUKOB IIMPOKOTO CIEKTpa IEHCTBUS, TTPOTUBOTPUOKO-
BBIX M TIPOTUBOBUPYCHBIX MPEIapaToB, 3aMECTUTEIbHOM Tepanumn
CBEXE3aMOPOKEHHOI TIJ1a3MOi, aJlbOyMUHOM, MCITOJIb30BaHUE
reMoTpaHchy3uil, TPOMOOKOHIIEHTpaTa, UCKYCCTBEHHOI BEHTH-
JISILIAM JIETKUX, TIPOTUBOCYIOPOXKHBIX CPEICTB.

[MompiTKa yHUGUKAIMY TepareBTUYECKNX MTOAXO0I0B Ha-
IIJJa OTpaXXeHWEe B peKOMEHIAIMSIX AMEepUKaHCKO KoJuie-
ruu peBmarosioroB-2013 (ACR-2013) mo neuenuto CIOMA
(Tabu. 6) [29]. OgHako maHHbIE PEKOMEHIALIMN HE 3aTparu-
BalOT CJiyyau Tepanuu TSKEJbIX MalMeHTOB, KOTOPbIM Tpe-
OyeTcst MpoBeIeHNEe MHTEHCUBHOM Tepalnu, TakxKe, 110 MHe-
HUIO aBTOPOB, BapUAHTHI Tepaluyu He SBJISIOTCS OJHO3HAY-
HBIMH, BO3MOXHA KOMOMHMPOBaHHAs Teparusl.
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HccnenoBaHue He nMeno CHOHCOpCKOﬁ TOAACPAKKU. ABTOp])I HECYT MOJIHYIO OTBETCTBEHHOCTD 3a IPEAOCTABICHUE OKOHYATEIIb-
HOM BEPCHUM PYKOIIMCH B I1€4YaThb. Bce aBTOPbI IPUHUMAJIN y4aCTUC B pa3pa60TKe KOHICIIWU CTaTb U HAITMCAHUU PYKOIIUCHU. OKOH-
yaTejbHas BEPCUA PYKOIIMCHU ObL1a 0)106peHa BCEMU aBTOpaMM.



