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Akademuk Poccutickoli akademuu Hayk, 0.M.H., noyem-
Hbili npogheccop kaghedpel OHKOsIO2UU, 2eMamosiouu
uyyesoli mepanuu neduampuyeckozo haxkysimema
IBOY B0 «Poccutickuli HayuoHa1bHO-
uccnedosamernbckuli MeOUUYUHCKUU yHUBepcumem
um. H. . Mupozosa», npesudeqm OBIY «<HMUL| Aron
um. imumpus Pozaqesa» MuH3opasa Poccuu

Joporue xosieru!

BBIITyCK raseThI ObLT IIPUYPOYEH K Pa-
60yeMy COBeLIaHIIO IMMYHOJIOTOB Poc-
CHH, TIOCBAIIEHHOMY ITPO6IeMaM MMy~
HozepUuUTHBIX cocToAaHUuM (U C)
U ayTOBOCITAINTEIbHBIX 3200IeBAaHU
y ZeTeli 1 B3pOUIbIX. K cOKaIeHIIO, OHO
IIepeHeceHO Ha OCeHb B CBA3U C KapaH-
TrHOM 110 COVID-2019.

B nociennue 20 j1eT UMMYHOJIOTUA
TIPeBPATIIACh B MEXKAUCIUIUIMHAPHYIO
HAYYHO-KIVHUYECKYIO AVCIUILINHY,
BOOPABIIYIO B ce0sI OOTBITITHCTBO Y-
aTPUYeCKUX, TepalleBTUYeCKUX 1 TepOH-
TOJIOTTYECKUX COCTOAHUM, (QYHKIMOHATb-
HBIX PACCTPOMCTB U 3200/ IEBAHMIA.

B MKB-11 npezicraBiieHo 6osee 420
nepBudHBIX UJIC u Goree 2500 reHeTH-
YeCKUX HapylIeHUH BPOXKIeHHOTO
U IIPHOOPETeHHOT0 MMMYHHUTEeTa, HaX0-
JUIIIVIXCA B TIpoIiecce usyvyeHus. CucreM-
Hble BaCKyJIUThI ¥ ayTOMMMYHHbIE 3260-
JIeBaHUSA BIlepBble ObUIU B3ATHI IIOJ
KJIMHUYECKUM KOHTPOJIb C IOABIEHEM
VIMMYHHBIX aHTUIIUTOKWHOBBIX U aHTH-
PeleNTOPHBIX IIPENapaToB ¥ MHTUOUTO-
POB IMMYHHBIX TOYEK.

TpaHCIUTaHTaIVIA TeMOIIO3TUIECKIX
cTBOJIOBBIX KIeToK (TT'CK) mosyuwia Ho-
BOe ITpoYTeHue Graromapsi cBoeit apdek-
TUBHOCTH y 60mbHBIX [TU/IC 1 ayTonM-
MYHHBIMHU 3200/1eBaHAMI. OHM CTTA
TeXHOJOTMIeCKOU IIIaTGOPMOM AJIA
reHHoU Tepanuu [INJIC u reHHO-
VH)XeHEePHBIX IIPOEeKTOB, TAKUX KaK
CAR-T-u CAR-NK-Tepanyisi B OHKOJIOTHM.

«BepiauHCKUY ManueHT» TUMOTH
BpayH, eme B 2011 rofy U31e4UBIIANCA
ot BY-undekiuu nocte TTCK ot foHO-
pa ¢ MyTanyeli reHa, 06eCIeYrBaioIiero
nHpuIrpoBaHye T4IMOIITOB BUDPY-
COM, OKa3aJICS IePBLIM B PAAY MHOTHX
oryqaeB ucnonb3oBanuA TICK kak MeTo-
Jla afalITUBHOM MMMYHOTEPaIIuy 3TOU
TPYIIIBI TALIE€HTOB.

Haubonee mepcrieKTUBHBIMU TIpeNT-
CTaBJIAIOTCA CeTOHA NCCIIeNOBAaHMA UM-
MYHOJIOTVIV PAa3BUTH:A, B3aMOOTHOITIe-
HUU UMMYHUTETAa U MUKPOOUOTHI
B CTAaHOBJIEHUM aKTUBHOTO IMMyHUTETA
y IeTel ¥ ero PacCTPOMCTB IIPY CTAPeHUM.

Bynymee MeJUIIMHCKOM HAyKU
¥ IIPAKTUKY IPUHAIIEXKUT TMMYHOJIO-
T — HayKe O KIETOYHOM peryanu
MHOTOKJIETOYHOT'O OpraHu3Ma.

COVID-2019:

OTKYy[a OH B34J1CH
N KaK C HUM 60pOTLCA

KO3 C HapacTaHHeM OTeKa JIeTKUX, OCTPOM
JbIXaTeIbHOU HeOCTATOYHOCTBIO U JIeTallb-
HBIM HCX0#oM (6ostee yeM y 800 deloBeK
B 36 cTpaHax Ha HOsI6ph 2002 I.).

B 2012 r. B Cayz1oBCKOM ApaBuM y Jofieit
¢ TsoxensivMu nHGeknyamuy BT Beigeny
Jpyroii reHeTHYeCKUi BapUaHT 6eTa-Kopo-
HaBUpyca C TOM e KJIMHUKOM, HO IIOBBI-
IIeHHOM JIeTATbHOCTHIO (34,5 % — 857 cMep-
Telt U3 2484 CiyvaeB Ha AeKabph 2019 r.).
D10 6BUI OIIKHEBOCTOYHBIHM PeCIMpaTop-
Heli cuHApoM (BBPC), on ke MERS-CoV
(Middle East respiratory syndrome).

NPAMOE NOBPEXAEHUE

Bupycer TOPC u BBPC nipsAAMO IIOBpexzaaroT
AMUTETUATbHbIE KIeTKU OPOHXOB, ITHEBMO-
IIUTHI 1 ¥ 2-TO TUIA U SHIOTEIUH, YTO BaK-
HO JUTA IOHUMAaHU UCXOJ0B 3a00JIeBaHMUS.
TosnHAsA (K KOHIY 1-i1 Hemenu OOJI€3HM)
nporpeccuss UHPEKIUY He ObUIA CBSI3aHA
C BBIPD&KEHHOCTBIO U IPOJOLKUTEIBHOC-
TBIO BUpyceMUU. TKecTh U HeOIaronpusaT-
HbIe MCXOJbI 3aBUCEIU OT CWJIbI UMMYHHOTO
oTBeTa OOJILHOTO, PEATU3yeMOr0 BOCIIATIU-
TeJbHBIMU IIUTOKWHAMU, Y CTelleHU pac-
CTPOMCTBA MeXaHM3Ma ayTOBOCIAJIeHUA.
K/eToOYHBIMM peryaaTopaMu HMMYHHBIX
peakuuil BBICTYIAIOT IUTOTOKCHUYEC-
kue T-muMdonuTe! ¥ Makpodaru — Ux B3a-
UMOZeICTBYE U3y4aeTCA.

lNaHgemusi KOpoHaBUpPYyCHOU MHbeKLnn 6pocaeT riobasibHbiv BbI30OB HYeJI0BEYECTBY .
V13-3a Hee OTMEHSIKOTCS CIIOPTUBHBIE MEPOTMPUATUA U HAYYHbIE KOHQDEPEHLMM, NPEepPbIBAETCSA
TPAaHCMOPTHOE COOBLEHNE MeXy CTpaHaMu, 3aKpPbIBalOTCA Ha KapaHTUH Ljeslble
rocygapctea. O COVID-2019 paccka3sbiBaeT akagemuk AnexkcaHagp puropbesmyd PyMsHLEB.

MAKCUMAJbHbIA PA3MEP

Tenom kopoHaBupycoB (CoV, cemeNcTBO
Coronaviridae) u3 orpsaga Nidovirales coctouT
u3 omuornernodeyHori PHK UIMHOM OKOJIO
30 ThIC. H.0. DTO MaKCMMAaJIbHBII pasMep
cpenut Bcex m3BecTHbIX PHK-comep:xammux
BUPYCOB. KOpOHaBUPYCHI pacIpocTpaHeHbI
IIOBCEMECTHO: UHQUIMPYIOT HaCeKOMBIX,
PaKOOOPa3HbIX, PHIO, ITHUII, MJIEKOIIUTAIO-
11X, B TOM YHCJTE 1 JIIOAEH.

Allb®A-BUPYC: CLEHAPU NPOCTYAbI
KoponaBupyc 4esnoBeka (Alphacoronavirus)
oOHapyKwi B 1965 r. y gmereir ¢ OPBU.
Ha ero cyety oxoso 10% Bcex ciaydaes OPBU
B ITIEPHOZ, CE30HHOM 3200J1eBaeMOCTH 3UMOH
U paHHel BeCHOM CO BCIIBIIIKAaMU B OPTaHU-
30BaHHBIX JETCKUX KOJUICKTUBAX U IIefUa-
TPUYeCKNX KIMHHUKaX. Ce30HHbIe KOpOHa-
BHUPYCBI IOPKAIOT BepXHUe JbIXaTe/bHbIe
nytu (BAII), pexxe — XKKT u emme pexe 1po-
SABJIAIOT HEMPOTPOIIHYIO0 aKTUBHOCTD. THKY-
GaIVIOHHBIN ITepUos — 2—-3 CYTOK, Hadalo
60JIe3HN — OCTpOe, C IIepIIeHreM B TopIIe,
CyXUM KallIeM, PUHUTOM, JIUXOPaIKOMH,
WHOTAA Auapeeii. Micxon G/1aromoyIHbIH.

BETA-BUPYC: NIETKME NOA NPULIENOM
B 2002 r. B KMTaMicKo poBuHIMY [yaHayH
obHapyxwwH Betacoronavirus SARS-CoV, BbI-
3BIBAIOIIMI TXKENbIM OCTPBIM pecliupaTop-
He1i cusgpoMm (TOPC), mo-aHIIWICKU —
SARS (severe acute respiratory syndrome).
VHpeKnya OBICTPO PacCHpPOCTPAHIIIACH
10 MUPY CJIETAIBHOCTBIO OT 4 110 11%. Haya-
JIO OCTpOe: 03HOO, JIMXOpajgKa Bbliie 38°,

HOBbIN LITAMM

HoBbIiT BapuaHT GeTa-KOpOHABUpYCa, 3ape-
TUCTPUPOBAHHBLIN B HOSA0pe — JeKabpe
2019 r. B YxaHe (npoBuHIMA Xy6aii, KHP),
pacrpocTpaHwics Gostee yeM B 200 cTpaHax
Asuu, Adpuku, EBpombl u AMepuUKU
C TeM Ke ypOBHEM CMePTHOCTH, YTO U IIPU
TOPC. CoBMeCTHBIMU YCWIWAMHU y4€HbIE
Kuras, Anonun, Poccyu u CIIIA ycraHOBWIN

N3yyeHne peHomeHa nepcucTeHUMn NaTtoreHoB B KNeTkax
WMMYHHOM CUCTEMbI MOXET CTaTb PEBOJIIOLMEN B KOHTPOSE
Hag MHJEKUNAMK, CPABHUMOM MO CBOEMY 3HAYEHUIO

C OTKpbITNEM BaKLUMHaLUN

TOJIOBHAsI 0OJIb, MUAITUU, CYXOH KaIllesb,
60JIb B TOpJIe ¥ PUHUT. Mexny 3 U 7-M IHA-
MU GOJIE3HU MOABJIUIUCH CUMIITOMBI ITOpa-
JKE€HUA HIDKHUX TbIXaTeTbHbIX My Tel: BIaK-
HBII Kallejb, OJBIIIKA, OIIyIIeHue
HEeXBaTKU BO3yXa. Y KOKZOTo 3-TO HaryieH-
Ta BO3HUKAIU IpU3HaKy mopakenus KKT:
TOIITHOTA, PBOTA U Juapes. Y OfHOTO U3 fie-
CATU PasBUBAICA UH(QEKIIVOHHBINA TOKCHU-

NIPAMYIO TeHeTUYIEeCKYIO CBA3b CO IITAMMOM
KOPOHaBHPYCOB, BbIsbIBatomnx TOPC (SARS)
u BBPC (MERS). OcHOBHOM MCTOYHUK UH(U-
IMPOBaHUA — JIeTy4yue MBIIM U TI0efalo-
Iye KX NPOMEXYTOYHBIE XO3deBa: 3MeH,
[IMBeTHI, 6apcyKu U p. IIpy oejaHny OHU
MOTYT BbI3BaTh 3apaskeHUe JIIofleH.

IIpodonycenue na cmp. 8 |»
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BOMPOCOB K cneuuasnuncTty
00 MMMYHOMoBynnHax

VimmyHormnorn n geTckme remMatosiorv akTUBHO MPUMEHSIFOT B CBOEV MPaKTnke UMMYHOrnobynvHel (UIN). O cmeHe rnokoneHui
3TUX rpenaparoB, COBPEMEHHbIX BOBMOXHOCTSIX U NepCrieKTUBax nx NCrosib30BaHUs PaccKkasbiBaeT akagemuk Poccurickor
akagemumn Hayk, 4.M.H., MOYETHbIV rpogheccop kagenpbl OHKOIOrMU, reMaTosiorim v Jiy4eBou Tepanim neguaTpu4eckoro
akynbreta F6OY BlNO «Poccuicknii HaLmMoHaribHO-MCCen0BaTeIbCKMM MeguUUHCKnM yHuepcutet uMm. H. U, MNuporosa»
n npesvgeHT ObI'Y «HMUWL] 4rOn um. Qvmutpus Poradesa» MuH3agpasa Poccumn A.T". PymsiHLEB.

Anexcannp I'puropreBud, pac-

1 CKa)KUTe, TI0KaJIylicTa, 06 MCTO-

W pyUU IpUMEHEHUA NMMYHOIJIO-
OyIuHOB B Mupe u B Poccun.

— BmepBble IpeltapaT HOPMaJIbHOTO UM-

MYHOIJIOOY/IMIHA UCIIOJIb30BAIN IS Jiede-

HUA U TPOQIWIAKTUKYI KOPU & B 1945 ro-

Iy, HO ceHyac IIpemapaTbl II€pBOTO

TIOKOJICHU y>Ke He BBIITyCKaIOTCA.

Bropoe noxosieHue OABWIOCH B 1970-e
rofel (puc. 1). OTHOCAIIMEC K HeMy UIMMYyHO-
IIOOYJIMHBI MU TOJTHOCTBI0O MHTAKTHYIO
MOJIEKYILy C akTUBHOM Fc-GyHKITIel 1 Morm
TIPUMEHATBCA He TOJIBKO LA 3aMeCTUTeNb-
HOM, HO U i1 UMMYHOMOJYJIUPYIOITe Tepa-
my. OfHAKO y HUX OBUIM CyIleCTBEeHHbIE
HEeJIOCTaTKU: (JIOXKHOCTb XpaHeHUA, HU3Kasd
CTelleHb OYMCTKH, BBICOKOE cofepKanue IgA,
YTO MOIVIO BBI3BIBaTh aHA(IIAKTUYECKUe
peakuy Ipy BHYTPUBEHHOM BBeJeHUU.
Ilpu 3TOM ImOKasarenb Fc-pyHKImM ObUT
He Gostee 70-75%, TO €CTh 3HAYUTETLHO HIDKE
COBpeMeHHBIX CTaHJAPTOB.

ITpemnapaTsl TpeThETO IOKOICHUA CO3aBa-
JIMCh B cepefvHe U KOoHIle 1980-X romos, Tor-
Jla 7Ke VIX CTIM IIPUMeHATh U B Poccuu. Bro
yiKe ObUIM IMMYHOLJIOOY/IMHBI C GoJiee BbICO-
KO CTelIeHbIO OYVICTKY, TIOTHOM aKTUBHOCTHIO
Fc-(parmeHTa, a Takke BBICOKMM YpPOBHEM
BUPYCHO¥ 6e30IIACHOCTH, KOTOPBIi JOCTUTAICS
MHOTOCTYIIeHYaTbIM IIPOIIeCCOM ITPOW3BOL:
crBa. OHY, KaK IIPaBWIO, BHITYCKAINCH B XK/
KOM BUJIe Y XPAaHWINCh B XOJIONVUTbHIIKE.

IIpenapaTel 4eTBEPTOrO IIOKOJIEHUA
paspaboraHbl B 1990-X rofiax ¥ UCIOJIb3Y-
0Tcd B Hamle BpemA. OHU OTJIMYAIOTCA
BBICOKVIM YPOBHEM BHPYCHOH 0e30I1acHO-
CTH, aKTUBHOCTBIO Fc-QyHKIIMU, cTpeMA-
metica k 100 %, 1 pacupeziesieHUeM I10 TOJ-
kiraccam IgG, OJIM3KMM K TaKOBOMY
B IJIa3Me KPOBU.

Ha dapmauesTrnyeckom
pblHKe Poccun yxe
[onroe Bpems
NPUCYTCTBYIOT TOSbKO
npenapatb! ong
BHYTPMBEHHOIO BBEAEHUS,
OHaKoO B 6nmxXanLem
oyayLuem Mbl XXOem
NosIBNEHUs N NOAKOXKHbIX
doopm, Begb 3a pybexom
OHW OOCTYIMHbI Y>Ke [AaBHO

1990-e rogbl —
HacTosiee

Bpems

Hauano
npuMeHeHunsa
B Poccun
1970-e rogbl
MpumeHeHvie ERETI RS
B Mupe

Puc. 1. UICTOPUA PA3SBUTUNA N MPUMEHEHUA UMMYHOIMOBYJ/IMHOB

- YetBepToe nokoneHme (06paboTKa B KUCNON cpeae, T.e. Npu

Hu3kom pH)

Bblcokuin ypoBeHb BUPYCHO 6€30MacHOCTH, aKTUBHOCTb Fc-byHKLMM
okosno 100 % v pacnpepenexmne no nogknaccam IgG, 6nmskoe

K TakoBOMy B nna3me Kposw (MpusuaskeH, Oktaram, lamyHekc-C)

- TpeTbe nokoneHue («markoe ppakLMoOHNPOBaHNEY)
BblcoKas cTeneHb OUNCTKN 1 BVIpyCHOVI 6e30macHoOCTM 6naronapﬂ
MHOroCTyneHvaTou cucteme 06paboTkn

- Btopoe nokoneHue (xummyeckn moguduumnpoBaHHbie)
VIMenu nHTaKkTHyto MoneKyy MMMYHOTI00yIMHa, OfHAKO
COXPaHANM PAfJ Cepbe3HbIX HEAOCTATKOB: HU3Kaa
CTeneHb OYUCTKM, BbICOKOE Coaepx aHme IgA, HU3KMI
nokasatenb Fc-pyHKUMM (He 6onee 75%), a Takxe
Heyno6HbIe YCIIOBUA XPaHEHUS

- MepBoe nokoneHue (pacwenneHHbie GepmeHTaMu)
O6paboTka ankunmpoBaHMeM NPMBOAWIIA K yTpaTe
Fc-dparmeHTa v, Kak cnefcTere, NPAKTUYECKMN MOSTHOMY
oTCYTCTBUIO GYHKLMN UIMMYHOFNI00YNMHOB

3A MEPUOA U3YYEHUA OYHKLMA UMMYHOTNIOBYJIMHOB YAIYYLLANIUCb M TEXHONOT MU UX NPOU3BOACTBA

Mpog. T.B. Jlameiwesa c coasm. Tep Apxus, 2016; 88;4:82-87.

YeMm xe IIOAKOKHBIE (hOPMBI
2 M OTIMYAIOTCA OT BHYTPHBEHHBIX?
Yo B HUX XOpouiero?
— TlogxoxxHbIe POpMEBI, 6e3yCIOBHO, Y1006-
HBI JyIA TALMEeHTOB, II0TOMY YTO II03BOJLAIOT
JIEYUTHCS B aMOYIaTOPHBIX YCJIOBUAX. DTO
0Cc0GEHHO BaYKHO /IS GOJTBHBIX C 3aTPyAHEH-
HBIM BEHO3HBIM JIOCTYIIOM, a TaK:Ke Be[y-
X AKTUBHBIM 00pa3 >KU3HU. BBOAUTH
BHYTPHBEHHbIE UMMYHOLIOOY/IMHBI (BBUTI)
MOXKET TOJIbKO MEIVIIMHCKUI IepCOHA,
YTO TpeOyeT HaXOXK/eHU: IallIeHTa U ero
ponuTesa (ecyiu pedb uzieT o pebeHKe) B Kpy-
IJIOCYTOYHOM WIM JHEBHOM CTallFiOHape.
C mosIBJIeHEM TIOJIKOXKHBIX (HOPM TaIreH-
TBI CMOTYT BBINOJHATh STU IPOIEAYPbI
B IOMAIIHUX YCIOBUAX, ITOCJIE TOTO KaK Oy-
IyT OOydYeHbI MPABWIAM U OCOOEHHOCTAM
MaHUIYJIAIAA. DTO CYIIeCTBEHHO YIIPOCTUT
JKU3Hb OOJIHBIM M MIX POICTBEHHUKAM U IIO-
3BOJIUT HEMHOTO PasrPy3UTh HAIIl IIEPCOHATL.

OYJIHOB B TOJ, YTO OY€Hb MaJIO II0 CPaBHe-
HUIO C IPYTUMHU CTpaHaMu. [TokasaTes I1o-
TpeGenya VI Ha ThICTIY KkuTteseit Poccun
COCTaBJIsAET IIPUMEPHO 8 I. OTO B 25 pas3 (/)
HIDKe, YeM BO MHOTMX eBPOIIeMCKUX CTpa-
Hax (puc. 2).

B yeM npuyyHa TaKoM 3HAYNMOM
[ ]

pasHUIBI?
— IIpuuuH HecKoabKOo. OHU KpOIOTCH
B HEJOCTAaTOYHO XOPOIIel AMarHOCTUKe
IepBUYHBIX MMMyHoAebunutos (IIM]I)
B Poccuu U1 B CJIOXKHOCTAX ¢ obecIieueHreM
uMMyHoDTOGyIMHamMu. Ho cuTyanys noTu-
XOHBKy yimy4miaeTcsa. Tak, HeCKOIBbKO JIeT
Hazaz 6butn yBemdeHb! Tapudsr OMC ma
Jeteti ¢ ITV/I, 4To IO3BOJIAET CTALIIOHAPAM
110 BCeM CTpaHe 3aKyllaTb BHyTPHUBEHHBIE
MMMYyHOIJIOOYJIMHBL I TaKWUX ITallheH-
TOB. IIpaBUTeNbCTBO Poccuu ceiuac pac-
CMaTpHUBaeT BOIIPOC O PaCHIMPeHUM CIIU-

JIETITTE]
Wpnangna
Uranua
DOpaHuma
Benbrua
ABcTpua
QuHnanaua
Fepmanus
Benuko6putanus
Hopserusa
Wcnanna
CnoseHna

Cnosakus 65
Yexua 53

peuns 48
XopBatua 39
Monbwa 37

Bpasununa 47

Poccus 8
NcmoyHuk:

Btopo MapkemuHzo8bix ucc1edo8aHutl

Puc. 2. IPUMEHEHVE UMMYHOTNTOBYJIMHOB B POCCUN 3HAYUMO HUMKE,
YEM B APYTUX CTPAHAX

204
197
195
179
174

161

159 rpamm Al
152 Ha 1000 HaceneHus

148

117
106
95

Ectep 711 Takue mpernapaTsl B
Poccun?

— Iloka HeT, HO OIVH U3 HUX Y)XKe 3aperu-
CcTpupoBaH B [ocyapcTBEHHOM peecTpe Jie-
KapCTBEHHBIX CPEACTB M OYeHb OXKHUJAeM
Bpa4aMy — 3TO 20-IIPOLIEHTHBIN IONKOX-
HBI UMMYHOIIIOOynuH  XalineHTpa®
(komrranuA-nIponzBoauTens — CSL Behring).
Hazmeemca Ha ero ckopeiilliee IIoABJIeHUE
Ha OTeYeCTBEHHOM PBIHKE.

4 J MU B Poccuu oTmdaeTcsa ot Apy-
THX CTpaH?

— PasHuiia oyeHb 3HaYMMasA. CerogHaA y Hac
IIPUMEHAETCA OKOJIO 1,2 TOHHBI UMMYHOIJIO-

Hackonbko cuTyanusa C obGecrre-
YEHHOCTBIO I/IMMYHOI‘JIO6y.JII/IHa-

Mokasatenb notpebnenns Ul

Ha Tbica4y xuTtenen Poccumn —
oKono 8 r, uto B 25 pa3s (!) Huxe,
4eM BO MHOIMX €BPOMENCKUX
cTpaHax. B [laHuu oH paBeH 204 T,
Wtanum — 195 r, B fepmaHum —
152 r. laxe bpaswnus, BeHrpus
n Cnosakus onepexatroT Poccuto
no JaHHoMy rnokasartesto!

CKa 3a60JIeBaHUM, BXOIAIINX B CKPUHUHT
HOBOPOXXJ€HHBIX, ¥ 0 BKIIOYEHUU B 3TOT
nmepeyeHb IMEPBUYHBIX UMMYyHOJeUIU-
TOB. DTO OyZeT CyI[eCTBEHHBIM IIaroM
BITE€pEN I YIydIlleHUsA JUATHOCTUKY JaH-
HBIX 3a00/I€BaHUA.

B KaKux 00JaCTAX KpoMe MMY-
HOJIOTUM MOIJIM OBl IIpUMe-
HATHCA HUMMYHOIJIOGYJIMHBI,
eci OBI POCCHIICKHME Bpadud
OBUIM JIy4Ille 3HAKOMBI C STUMU
nperniaparamu?
— Taxkux obsacTeii 04eHb MHOTO: HEBPOJIO-
T'UA, OHKOTeMaToJIOTHA, TeANaTPUA, XUPYP-
T'¥sA, peBMaTOJIOTHA U T.4. IMMyHOIIOOYITH-
Hbl HauMHAIOT HCIIOJIb30BaTh 37IeCh BCe
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[MocnegHee cnoBo TepanMm MMMYHOrNobynmHamMm —
NOLAKOXHbIE hopMbl. OHM yOoOHbI TEM, 4TO AaroT
BO3MOXHOCTb NauneHTam nonyyartb jiedeHune

B aMOynaTopHbIX YCITOBUSAX

Ipe, 9YTO 3aKOHOMePHO. Benp nosABiaeTca
Bce OoJbllle MeXJYHapOJHBIX KIMHUJe-
CKUX MCCJIEJOBAHUM B Pa3HbIX TePalleBTH-
YyecKUx obactax. Ha aTu onyGIMKoBaHHbIe
JAaHHbIe MBI CCBUIA€MCS B JIEKIUAX LA
IIMPOKOTO KPyTa CHEeIUAINCTOB. XOTA, KO-
HEYHO, HeJTb3A 3a0bIBATh O CITHCKe II0Ka3a-
HUI K NIPUMeHEeHUIo, 0Zj00peHHOM MuH-
3[[PaBOM, B MHCTPYKIUAX K IIperapaTam.
Hampumep, Takoe moKazaHue, KaK CUM-
ITTOMaTHYecKas TMIIOraMMarIoGyIHeMUs,
3aperucTpupoBaHoO B PP TONBKO Y OZHOIO
VMMYyHOIJIOOyIMHa [IpuBUIKEeH (MMMYHO-
IIOOYINH 4eloBeKa HOPMAaIbHBIHN, 10-IIpo-
LIeHTHBIM BHYTPUBEHHBIH IIperapar, Crabu-
JIN3MPOBAaHHBIV L-TIPOSIMHOM). DTO IT03BOJIAET
TIPUMEHATD [IpUBMIKEH s 60JIee IMUPOKO-
IO Kpyra IanyeHToB 6e3 IPUBA3KY K OCHOB-
HOMY 3a00JI€BAHUIO, B TOM YHCJIE B YCIOBUAX
MHOTONpOQMIBHOIO CTAIJMOHApA.
7 YeM elfe IMMYHOIVIOOYJIMIHBI OT-
Wl JIMYAIOTCA JPYT OT Jpyra?
— Emme B 2009 rofy B paMKax 16-i1 penakiiu
«IlepeyHs KM3HEHHO BA)KHBIX JIEKAPCTBEH-
HBIX cpeficTB» BO3 orMeTwIa, 4TO <IIpernapa-
ThI HOPMAIbHBIX IMMyHOIVIOGYJIHOB YeJIo-
BeKa PA3INYHBIX HpOH3BOI[HTeJIefI
OTIMYAIOTCA M He MOIYT PacCMaTpPUBAaThCA
KaK SKBUBUIEHTHBIE). PA3HUIIA 3aKITIOHaeTCsa
B KOHIIEHTpAIUU: TaK, 10-1porieHTHBIe BBUT'

MMMYyHOIJIOOYJIMHA, IPOKUBAIOT B KUTAMH-
cxol mpoBuHIMY CerayaHb. OHa HAXOLUT-
ca Ha ore Kurasa, B cyGTponmkax, rae
CTPYKTypa MH(EKIIMOHHON 3a00oIeBaeMo-
CTH, a 3HAYUT, U CIIEKTP aHTUTeJ B KPOBU
JIOHOPOB CyIIleCTBeHHO OTJIMYAIOTCA OT Ta-
KOBBIX B CpeJHeH IIoJIoce W Ha ceBepe
Poccuu. Takum 06pasoM, afileKBaTHoOe 3a-
MellleHWe aHTUTe] IpU HasHaYeHUU UM-
MyHOIIOOyIMHA KoMIaHuu Sichuan xu-
TelAM Halled CTPaHbl ABIAETCA
COMHUTEIbHBIM.

Bosee Toro, a¢deKTUBHOCTH U 6e30mac-
HOCTh OOJIBIIMHCTBA MMMYHOLIOOY/IHOB,
HCIIONB3yeMbIX B OTBEeTCTBEHHOM IIPAKTHUKe,
ObUIa JIOKa3aHa B pAfe MEXKIyHAPONHBIX
KIMHIYECKYX UCCTeJOBAaHMH, OITyOIMKOBAH-
HBIX B pelleH3UpPyeMbIX HayYHbIX XKypHaIaX,
a IoKasaresbHAA 6asa mperapara CUrapuc
MT HemocTymmHa B OTKPBITBIX MCTOYHUKAX
WU BOBCE OTCYTCTBYeT.

ITomyyaeTrca, 4TO IIPOU3BOACTBO
MIMMYHOIVIOOYJIMHOB — 3TO CJIOK-
HBIH IIporecc?
— besycioBHO. [Ipon3BOACTBO IMMYHOLJIO-
OYJIMHOB M APYIMIX IIPeapaTtoB IUIA3MbI
KPOBH KapAUHAIBLHO OTIMYAeTCA OT XUMIIe-
CKOTO IIPOM3BOJCTBA.
OueHb BXXKHBI KOHTPOJIb JOHOPOB IUIa3-
MBI KPOBH, CTelleHb OYMCTKHU IIpeapaToB

Puc. 4. TEPANUA NPEMAPATAMMU, NONTYYAEMbIMU U3 NJTA3Mbl KPOBMW:
YHUKANbHOE CMACEHUE XXWU3HEN
KOMMNNEKCHOE NMPOUN3BOACTBO
Mpenapatbl Nnasmbl /_\ e
KPOBU — 3TO CNIOXHOE - PEi
nponssoacTeo
OO 3aHMMaeT 3aTparbl Ha NPOV3BOACTBO E 3
o1 7 po 12 mecaues. KomnaHus n cbipbe -
[OMKHa NPUAEPXKMBaTLCA CTPOTNX
HOPMaTMBHbIX TPeGOBaHWIA ANA
obecneyeHnsa NocneaoBaTeNnbHOCTH 0/0 % F a
NPOU3BOACTBA 1 6e30MacHOCTN @ g
npoayKuuun. ,,.;
(dapmaueBTuyeckan Mpenapartbl, o
NPOMBILLIEHHOCTD nonyvaembie n3 !
naasmbl KpoBu |( lI|
CebecToMMOCTb NpenapaTos —_—
nna3mbl KpOBU B 4 pasa +
BbiLLIe, YeM rpenaparos L
N3 XMMNYECKOIO CblpbA = | :
N
rotosas
npoAyKuuA
o S
A
il E
- - Y
oS ar
- o Havano
- N e ‘ ~  Npou3BOACTBa
Hayano E, .
npov3BoACTBa .-
XvMnyeckoe Mpenapatbl,
dapmaueBTMYeCcKoe Memovruk: nonyyaemble
NPOW3BOACTBO bropo mapkemuH208bix ucc/1ed08aHul 13 riNasmbl KPOBU

- CopepraHue caxapoB

Puc. 3. MEPCOHAJIN3UPOBAHHbIA NOAXO/ K 3SAMECTUTENIbHOM IG-TEPANUN
B 3ABUCMMOCTU OT NPOOUNA NALMEHTA

- CopepaHue caxapoB

Hedponatus

CaxapHbIin (HoBOpOXAEHHbIE
Anaber unn >65 ner)
Kakon Ig
nyvywe?
XpoHuyeckasn
Kapauonatusa LA
+ OcmonsipHOCTb « Huskoe copepxaHue IgA
10 % KoHUeHTpauma Puck Tpom60308B
- CopepaHue HaTpuA
+ OcmonApHOCTb

+ CKopocTb uHdy3umn

- Copep»aHue caxapos
- MeHbLwunin o6bem (10 %)

Bo3spact

GoJiee yIOOHBI, YeM 5-IIPOLIEHTHBIE, TIOCKOITE-
Ky TIO3BOJIAIOT CHU3UTD HArpy3Ky 00beMOM,
COKPaTHB IPOAOLKUTEIFHOCTh WHQY3UH
B CpefHeM B 2 pasa. Tak:ke IMMyHODIOGYITH-
HbI OTIMYAIOTCA 110 CIIeKTPY IIPOTUBOMH(pEK-
LMOHHBIX aHTUTeJI, CTA0MIN3aTOPaM, CoZiep-
>KaHUIO TeMarwIIOTUHWHOB, IgA, IgG. BaxkHo,
YTOOBI MHCTPYKIUA IO IPUMEHEHUIO OTpa-
JKaJIa BCIO 9Ty uHGpopManuo. [Ipu BeIGOpe
IIperapata HeoOXO[IMO PYKOBOJICTBOBAThCS
npodryieM KOHKPETHOTO ITAIfeHTa, ero Co-
Ty TCTBYIOITVIMU 3a00I€BAHUAMU U ITPOYNMU
KpUTepUAMU (PUC. 3).

OT 4Yero 3aBHUCUT TaKoe pasHO-

o0Opa3ue nIpenapaToB?
— Ot ocobeHHOCTe TPOU3BOJCTBA, KO-
Jn4ecTBa U cHenUdUKU JOHOPOB, Ubd
KPOBB HcIonb3yeTcsa. Hampumep, B Poc-
cuu ecTb npemnapat Curapgauc MT xuraii-
CcKoro mpowusBogurtensa Sichuan Yuanda
Shuyang Pharmaceutical. JloHOpbI KpOBH,
H3 KOTOPOM KOMITAaHMA TOTOBUT IIperapar

OT TIATOTeHOB. DTUX JTalloB OOBIYHO
HECKOJIbKO: IIyOWHHAsA U BUPYCHAasA (QIIb-
Tpalll¥l, THAKTUBALUA B YCJIOBUAX KUCION
cpezbl, UMMyHOa(PUHHAA XxpoMaTorpadus.

Takast paGora TpeGyeT 0COOBIX BJIOKE-
HUH, JJINTEILHOTO BpeMeHU U OTBETCTBEH-
HOCTHU IpousBoAuTes. [Tporecc mpousBog-
CTBa MOXKeT 3aHMMAaTh OT 7 10 12 MecsIieB.

Tak, 3apy0Oe;KHasA acCOIMANYA IIPOM3BO-
JUTeNIel IIPeraparoB IUIa3Mbl KPOBU CO00-
IIIAeT, YTO ce6eCTONMOCTD UX IIPOU3BOZICTBA
B 4 paza BbIllle ceGeCTOMMOCTY ITPOU3BOJ-
CTBA U3 XVMITIECKOTO CHIPHA.

CIIOCOGHBI JIH POCCHUVICKYIE TIPOVI3-
BOAUTETN HWMMYHOIJIOOYJIITHOB
CaMOCTOATETHFHO IIOTHOCTBIO 3a-
KPBITh TIOTPEGHOCTh B 3THUX IIpe-
raparax?
— Cy4eToM BceX 0COOEHHOCTeH IIPOU3BO-
CTBa ¥ MOTPeGHOCTeN Hallel MeAUIIMHEIL,
He AyMalo, 9YTO 3TO BO3MOXXKHO B OJIIDKAi-
e 10 JietT.

Biotherapies for Life™ CSL BEhI’ing
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BBUI — MMMYHOrNOByNWH A4S BHYTPYBEHHOTO BBEAEHNS

KPATKAA UHOOPMALIUA N0 MEAULIMHCKOMY NPUMEHEHIO NPEMAPATA MPUBUIXKEH
TpynnupoBouHoe HauMeHoBaHMe: VMMYHOTObYIMH UenoBeka HOpManbHbiil. JlekapcTBeHHas
bopma: pactsop 1A udy3uit. Coctas. [leiicTylouiee BelIeCTBO: GeKN MNa3MbI YeN0BeKa, U3 KOTOPbIX
UMMyHornobynUH G He Metiee 98%, 100 Mr/mn. Bcnomorarenbhble Beluectsa: L-npovk, Boja AnA
MHbeKuV\ﬁ HDMBMIDKGH HE COABPXKUT KOH(EPBAHTOB. ﬂpV\BMﬂMEH HE COAEPXUT B KauecTee (TaﬁM"MiaTOpa
YNeBoAbl (HaNPUMED, Caxapo3bl, MansTo3b). MoKa3aHMA. 3aMecTUTenbHad Tepanka y B3POCTbIX, eTeit
1 nogpoctkos (0-18 ner) npu: 1) NepBUYHbIX V\MMYHO[IEG)V\LMT&X, TAKUX KaK, HO HE OrpaHU4UBAACH:
BPOXZEHHbIE araMMarnobyuHeMia W runoraMmarnobynuHemis, obluas BapuabenbHas UMMyHHAA
HAOCTATOUHOCTE, TAXeNaA KOMOVHUDOBAHHAR MMMYHHBA HEAOCTATONHOCT5, CHHAPOM BuckoTTa-
Onnpwa 2) BTOpWHbIX TaKMX KaK, HO He orp: b: MHOXECTBEHHaA MUeNoma
) BTDDVWHDM runorammar fakT V\H(bGKLMRMV\
XDDHMWE(KMM ﬂMM¢OMﬂHb\M nefiko3 ¢ Tﬂ)KEﬂOV\ ¢)ODMOV\ BTODMHHOV\ FMHOF&MMaFﬂUG‘/ﬂV\HCMMM
nop 6ak V\HIDEKLMNMM TUnoramn MWA Y NaUUeHTOB
C NIOTEHHOW  TPAHCI i J0NOITUYECKUX  CTBOMOBLIX  KNETOK,  BPOXAEHHbI  CHHADOM
npwoﬁperewom VUMMYHOZEQULMTA  YenoBeKa  NpU  HANMUMM  PEUUAMBADYIUIAX  MHOKUMT,

10 fiaHHbIM aHaNM3a MHCTPYKLIIT N0 MeAMLMHCKOMY npiivieHeHvio npenapatos BBUT oduumansHoro caifta
M3 P - www.grls.rosminzdrav.ru Ha 19.08.2019,

Cnucok nuTepatypbi: 1. VIHCTPYKLMA N0 MEAVLIHCKOMY NPUMEHeHNIo NekapcTBeHHOro npenapara
TpusuaKen. PeructpauyonHbii Homep JN-002452. 2. Stein MR, Nelson RP, Church J et al. Safety and Efficacy
of Privigen, a Novel 10% Liquid Immunoglobulin Preparation for Intravenous Use, in Patients with Primary
Immunodeficiencies. J Cfin Jmmuno/ 2009; 29: 137-144,

®unnan 000 «Cu 3¢ 3n BepuHr Buotapanuc MGX»
125167, r. Mocksa, JleHnHrpaackuii npocnekT, 4. 39, cp. 80

3n. noura: inforussia@cslbehring.com
Ten.: +7 (495) 788-52-89

NpuBugHeH

o [lepBbI 1 eANHCTBEHHbIN BBUT*,
CTabUNM3NPOBAHHbIN MPONIUHOM' 2
[OTOBBIV K MPUMEHEHWIO
10% pactsop BBUI™
2 XopoLLO NepeHoCUTCs faxe
NpW BbICOKOW CKOPOCTU UHGDY3MI' 2
CoxpaHseT CTabunbHOCTb
Npv KOMHaTHOW TeMrepaType
B Te4eHwue 3 net’
2 [okaszaH K MPYMEHEHMIO
y B3pocnibix 1 feten ¢ O net’

‘l/

‘l/

COBepLUEeHCTBO
B MpocToTe

K3l runorammar BTOPUYHAA 110 OTHOLUEHUIO K OCHOBHOMY 3a6oneBaritio
WM Tleueniio. IMMyHOMOAYMpYlolias Tepanuts y B3pOCTbIX, AeTeid W noapoctkos (0-18 ner) npu
1) MAmonaTHYeCKo R TPOMBOLITONEHYECKOR Nprype ¥ NaLIMEHTOB MM BLICOKOM PIUCKE KDOBOTEUEHMTT Wit
NIePE/] XMPYPrUYeCKUMM BMeLLTENbCTBaMY C LENbIo KOPPEKLM KONMYeCTBa TPOMBOLIUTOB; 2) CUHAPOME
[wifexa-bappe; 3) Oone3n KaBacak; 4) XPOHMUECKMX BOCMANMTENbHBIX JEMUENUHUSNPYIOLLIX
nonuHeiponariax. MpoTMBONOKa3aHNMA. WNEpUBCTBITENLHOCTL K [efICTByIOUIEMY BELECTBY Wit
MoBoMy ApYrOMy KOMMOHEHT, BXOAALLEMY B COCTaB npenapata. OBbILIEHHaR YYBCTBUTENBHOCT
K FOMOAOTUYHBIM UMMYHOTNOBYAMHaM, 0COBEHHO B 04eHb PRAKIX CnyJanX fieduLinTa UMMYHOMOBYAMHa A
(IgA), Koraa y nauwexTa NpUcyTCTByKT akTuTena k IgA. @opma Bbinycka. 25 mn (2,5 1), 50 mn (5 1),
100 mn (10 7). Yenoua xpaxenus. lpn TewnepaType e Bbille 25°C B 3aLUMILLEHHOM OT (BETa MeCTe.
He 3amopaxiBaT. XpaHuTb B HeZloCTynHOM AnA JeTeit MecTe. CPOK FoAHOCTM. 3 roa. He nipienaTs
110C/1e UCTEUEHHA CDOKa FOAHOCTH, YKa3AHHOTO Ha yNlakoBKe.
NOXANYACTA, 03HAKOMBTECb C MHCTPYKUMEA 10 MEJULMHCKOMY TMPUMEHEHMIO
JIEKAPCTBEHHOO MPEMAPATA NPUBYKEH' MEPEL ET0 HASHAYEHUEM.

NpuBugHeH
HvmyHornoGynuH Ans BHyTpHBEHHOTO

BBegenid, 10% pacrBop
NMpoctaa tepanua BBUT
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HOBAH PEAJIBHOCTb

«HepeTckne» npobnemMbl NepBUHHbIX
MMMYHOOEMULNTOB Y B3POCIIbIX

Llo HegaBHero BpeMeHu c4YnTasiochb, YTo rnayneHTbl ¢ nepBUYHbIMU UMMYHOA4eNLN-
Tamun (ML) ymuparot go 18 net, a 3Ha41T, NpeacTaBisoT KITIMHUYECKUN MHTEPEC TOJTbKO
4ans neanatpoB. COBpeMEHHbIe METOAbI Teparnum rno3BOJISIOT 3TUM 60JIbHbIM HE TOJIbKO
LOXuBaTb [JO 3pesIoro Bo3pacrta, HO u rnpubimxaTtbCsi K 00LLENonysynOHHbIM 3Ha4YEHWSIM
MpoAOIIKNTESNIbHOCTN XN3HU. [TV «b6r1iaronpusTHOro Te4eHus1» BoobLye MoryT nebro-
TMpoBaThb BO B3pPOC/IOM Bo3pacTe. B peaynbrate cerogHss cpopmMmnpoBasock rnepsoe
MOKOJIEHNE B3pPOCsibix naymeHTos ¢ N/].

EneHa
AnekcaHOpOBHa
JIATbILLEBA

J.M.H., doueHm Kaghedpebl KTUHUHECKOU UMMYHOI02UU
MeOuKo-6uooauyeckozo pakynemema [OY B[10
PHUMY um. H.W. [Nupozoea, sedywuli Hay4yHbil
compyOHUK omoesieHUs UMMYHONAMOoJs102uu K/IUHUKU
OIBY «THL MHcmumym ummyHonoauu» ®MBA Poccuu

NoAPOCLUME NAUMNEHTDI

INeppuunble uMMyHOAeduuuTse! ([IHI) —
IPyIIIa BPOXKJEHHBIX 3a00IeBaHVI IMMYH-
Ho¥ cucreMms! (VIC), BKmoyaroras 450 ¢ Jivi-
HUM HO30JIOTHM, CBA3aHHBIX C YTPaTOM,
YMeHBIIIEHEM WIA HelPaBWILHBIM (QYHK-
LIOHNPOBAHKEM OJHOTO WIV HECKOJIBKIIX ee
3BeHbeB. X0t [IM]] reHeTU4eCKU AeTepMU-
HUPOBAaHBI, He BCe UX (POPMBI JIeGIOTUPYIOT
B JIeTCTBe. A GJ1arofiapsi COBpeMeHHOM ddhdek-
TUBHOU TepalMu (B TOM YMCIe aKTUBHOMY
VICIIOJIb30BAHIMIO IMMYHOLIOOY/IMHA ¢ 1990-X
TOZIOB) OOJIbHBIE CO CBOEBPEMEHHO IIOCTAB-
JIEHHBIM JIJMaTHO30M IlepeceKaroT 18-IeTHui
pyoex. B nociennme 40 et chopMHUpOBa-
JIOCh TIePBOe TTOKOJIEHVIe B3POCIBIX IalleH-

ToB ¢ IIMJl (WM, Kak ceifyac TOBOPAT,
BPOXKIEeHHbIMU ommmokamu VC), H03ToMy KX
JiedeHVe TIepecTaio ObITh ITPOOIEeMOM HC-
KJIIOYNATETbHO IeAraTpoB. CpeAHUI BO3PACT
MaIeHToB B3pocioro perucrpa TN —
30,5 roza (puc. 1).

JlOCTOBEePHO¥ CTaTUCTUKU O PacIIpOCTpa-
HeHHoctH [IW]] y B3pocibix B Poccun 1o He-
JaBHETO BPEMEHM He CyIIeCTBOBAJIO M3-3a
OTCYTCTBUA €QUHOIO PErucTpa MalleHTOB.
CBenieHVsA O HUX JAYOJIVPOBATVCH B Perv-
CTpax PeTMOHOB U (pefepaTbHBIX IIeHTPOB,
COXPAHAIVCh B I€TCKUX PEeIUCTpax. Bosmox-
HOCTb O0beKTHBU3NPOBATh IAHHbIE BO3HUK-
JIa JIMIIb C IosiBJIeHueM B 2017 rogy Poccuii-
CKoro peructpa mnanueHtoB c¢ IIN],

BpucTtoa-Manepc Cksuo6:
Mbl BMecTe pabotaem
AASl MALUEHTOB

bpuctoa-Mamepc Ckembb cumtaeTt
CBOEM MMUCCUHEN OTKPbLITUE,
PA3PABOTKY M BbIMYCK HO PbIHOK
MHHOBALIMOHHbIX MPEnapaTos,
MOMOTQIOLLIMX MALUMEHTAM
NPEOAOAEBATL CEPLE3HbIE
3000AEBAHMS.

3TO TO, 4HTO Mbl AEACEM.
3TO TO, NOYEMY Mbl 3TO AEACEM.

)\
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%Z% Bristol-Myers Squibb

WWW.b-ms.ru
www.oms.com

00O "BpwicTton-Maiiepc Ckeroo" &
105 064, r. Mocksa, yNn. 3eMnsaHon Bas, 4. 9
Ten. +7-495-755-92-67
IORU1801055-01

CO37IaHHOTO IT0 MHUITMaTUBe HaroHabHOM
ACCOIMAIIVNY KCIEPTOB B 0OIACTU HepPBUY-
HbIX UMMyHOzedurmToB (HADITI]). Tenieps
MBI 3HaeM, YTO TPeThb BCeX POCCUMCKUX ITaIy-
€HTOB — cTapie 18 jeT. IIpu sToM 60 mpo-
LIEHTaM TAKUX OOJIBHBIX U3 perucrpa NHCTH-
TyTa WUMMYHOJIOTMM [AWarHo3 IIOCTaBWIN
BO B3POUIOM Bo3pacre. Kak u /11 Bcex op-
(anHbIX 3a605eBaHV, A1 [TU]] XapakTepHa
TUIOAMATHOCTUKA, OCOOEHHO IToCIe 18 JieT.
Huizkas 0cBeIOMIEHHOCTD Bpaveit yCyryoJis-
eTCA HeJOCTaTOYHOM HaCTOPOKeHHOCTHIO
B OTHOLIEHUY I'€HEeTUYECKU JeTepMUHUPO-
BaHHBIX 32a00JIEBAHUI IO Mepe B3POCTIEHUS
nanueHToB. I1o jaHabIM perucrpa MHCTUTY-
Ta MMMYHOJIOTUM, OTCPOYKA JUArHOCTUKU
TIPSAMO KOPpEIUpyeT C BO3PACTOM JieGroTa
CHUMIITOMOB, YTO TaKKe ITOATBEPKAAI0T MEXK-
JyHapoIHble ucciaenoBaHus (puc. 2). Cpen-
HUI BO3PACT 33/IePKKHU IIOCTaHOBKU JUATHO-
3a y manueHToB crapmie 18 et B PD
cocTaBJigeT 17 JIeT.

®OPMbI MUA Y B3POCIIbIX

IMN]I ¢ 1e610TOM B paHHEM JEeTCTBe OOBITHO
JIAIOT APKYIO U TKeJYI0 KIMHIYeCKYIo Kap-
THHY, a TocjIe 18 JieT mpoTeKarot Gostee Giia-
rorpuATHO (Harpumep, [TV ¢ HapyieHreM
cuHTe3a aHTHTen). IIpy 3TOM Hapymiaerca
JubdepeHIIPOBKa BumMoIUTOB U 11X B3a-
UMOAeNcTBUe ¢ pyruMu KieTkamu VC,
HeBO3MOKeH aJleKBaTHBIN CHUHTe3 aHTUTel
B OTBeT Ha MH(EKIMIO M BaKIMHAIWIO Haps-
Iy C CUMITTOMaM{ HMMYHHOM AMCperyJii-
M. DTO BefleT K PeLUIMBUPYIONTIM UH(eK-
LVAM, YCTOMYIMBBIM K CTaHAAPTHBIM CXeMaM
Tepanuy, ¥ K PasBUTUIO AyTOMMMYHHBIX
MIPOABJIEHUN, MAJIIUTHU3AIIUY, [1aTOJIOTHYe-
cxol mMonpoidepariy ¥ ApyruM HemH-
(beKIMOHHBIM IIpObIEMaM.

Y IIN] c HapylleHeM CUHTe3a aHTUTel
CHIMITTOMBI Gosiee cTepthle. Jaxke Ge3 jreye-
HUS OHM He OOpPEeKaloT manueHTa Ha Obl-
CTPYIO CMepTh, HO CHILKAIOT KauyeCTBO »KU3HU
U BeIyT K yTpaTe TPyZoCcIocooHocTu. Teve-
Hue UH(EKIIMOHHbIX ITPOLIEeCCOB IO, MaCKOM
JIPYTUX 3a00JIeBAHUI (XPOHUYECKIX CUHYCH-
TOB ¥ CJIN3KCTO-THOMHBIX OPOHXUTOR, ITOBTO-
PAIOIIMXCS THEBMOHUM U JP.) IIPUBOIUT
K TOMYy, YTO C MEPBBLIX CUMITOMOB IIM]I
JI0 KOHCY/IBTallM Y UMMYHOJIOTa IIPOXOIAT
rofibl. 3 3TO BpeMsI Pa3BUBAIOTC HeO6paTH-
Mble U3MeHeHN B CBA3U C HeKOHTPOJIUpYye-
MbIM TeueHreM HH(EKIIMOHHOIOo IIpoliecca.

HEMH®EKLUWOHHbLIE CUMNTOMbI

JlonoOTHUTETbHBIE TPYZHOCTY JUATHOCTUKY
Y B3POCJIBIX CBA3AHBI C TEM, UTO Ooyiee 4eM
B TpPeTH CJIy4aeB IIEPBBIMU CUMIITOMaMU
[M1] craHOBATCA HenH(EKIIOHHbIe ITPOsB-
sierus. [Tatonormdeckasn mumbonpondepa-
LU, CAPKOUIOTIOROOHbIE N3MEHEHU B JIeT-
Kux, B3K-1omo6GHbIe COCTOAHMS, IINTOIIEHUN
¥ IpyTHe CIMIITOMBI IMMYHHOU JIVICPEryJii-
1y 6e3 TOKeNIbIX WHOPEKITUHA 3a4acTyIo

TIPUBOZAT K OIIMOKaM aviddepeHIaTbHON
JUATHOCTUKUA U Tepanmuu. Tak, remaro-
U CIUIEHOMeTIMA CTaTUCTUYEeCKH 3HAYMMO
3aZiep>KUBAIN IIOCTAHOBKY AMarHosa. Menu-
aHa 3aJepXKKU IIPU CIUICHOMeTIMU —
12 JteT, a 6e3 Hee — 5 JreT. Huskasg ocBenoM-
JieHHOCTb 0 IIN]] y B3pOUIBIX IIPUBOAUT
K TOMY, YTO IAIJMeHThbI TofaMH IIOTydJaioT
Hea(h(HEeKTUBHYIO Tepalvio. YIUThIBAA, YTO
ONHUM U3 OCIOKHeHuM[mpossieHuit NJC
SABJIAETC MAIWTHU3AIVA, OCOOYI0 CIIOXK-
HOCTb IIPEACTAaB/IAIOT Ial[eHThbI, TI0Ia/Ialo-
IIye B IIOJIe 3peHUs MMMYHOJIOTOB ITOCiIe
JieyeHMs TeMOOJIaCTO30B.

NMPOBJIEMA TEMOBJIACTO30B
[eMO0O6IaCTO3BI, B TOM YHICIIe XPOHIYECKII
JMposeNiKo3, — OfHA M3 CaMbIX YaCTbIX
TIPUYUH BTOPUYHOM MMMYHHOM HeoCTa-
TOYHOCTH. [TaToreHeTMYeCKOI OCHOBOM BTO-
puuaHoro UJIC CIyKUT KaK caMo 3abosieBa-
HHUe, yMeHbIapllee Iyl HOPMAaJIbHO
(YHKITMOHUPYIOIIMX KJIETOK, TaK U Tepa-
uA, HapaBjJeHHasd Ha ero KOPPeKIWIo
(MMMyHOCYIIDECCOPBI, XUMHO- U UMMYHO-
OGUOIOTUYECKIEe TIPeaparkl, JIeIUIeTUPYIO-
muye BmmmponuTsl).

B pesysneraTe Tepanuy pasBUBaeTCs BTO-
PYYHASA THIIOTaMMAaLIOOYJIMHEMILA, OFHAKO
TOJIBKO YaCTh MAllMeHTOB IIPU 3TOM MMeIOT
TIOBBIIIIEHHYIO IIPeIPACIIOIOXKeHHOCTD K MH-
(pexuyaM. PazpuTre TaKebIX MHGEeKITUN —
IIaBHAsA NpUIVHA MTHBAIMM3AIN Y CMePTU
TIAI[IEeHTOB II0CJIe JIe9eHNA reMOBIACTO30B.
Takvie GOJbHBIE IIOIAZAIOT B IIOJIE 3PEeHUA
VMMYyHOJIOTa, HO BBIABJIEHUE IPUYHMHHO-
CJIeICTBEHHBIX CBs3eil BBI3bIBAET OCOObBIE
CIOKHOCTU Ha JAHHOM JTalle.

ApseTca i pa3BUTHe reMoGJIACTO3a
CleCTBUEM HeAuarHocrupoBaHHoro I[N
WIH 3TO BTOpWUYHBbIe M3MeHeHUsd Ha ¢oHe
OIyXOo/IY IUMGOUITHON TKaHU U IIPOBeJeH-
HOM Tepanuu? OTBeT Ha 3TOT BOIIPOC, ITYCTh
M He BCerAa, JaeT MOJeKYJIAPHO-
TeHeTU4YeCKoe MCUIeloBaHue.

18+: AJICOPUTM JIEHEHNSA

Eme HelaBHO CYUTAIOCH, YTO B3POCIBIX
6ompHBIX [IM]] HeT, ITO3TOMY CTaHAAPTHI
OKa3aHUA UM MEeIUIIMHCKON ITOMOIITH
He pa3paboTaHbl. I[Ipu CTalMOHAPHOM JIe-
YeHUU JaHHBbIe O ITallieHTe He ITOIIaaI0T
B CTaTUCTUYIECKYIO 06pabOTKY, Bellb TOCIIH-
TaIU3aIUA IPOXOAUT IIof, mudpaMu Ipy-
rux Gose3Hell (XpoHUYECKas 0OCTPYKTUB-
Had OOJIe3Hb JIETKUX, IIHEBMOHUH,
TAaHCUHYCUT, MEHUHTUT U Ap.). [lomumo
HeaJileKBAaTHOM Tepaluy 3TO BeZleT K Hellpa-
BWIHHOMY IUTAHMPOBAHUIO GIOMKETa U He-
BO3MO>XHOCTU OKa3aHUA KadeCTBEeHHOU
MEeIUITMHCKOM ITOMOIIIH.

Tlomxone! k Tepanuu I1M]] BOo Bcex BO3-
pacTax eguHbI, HO YBeJIM4eHre IIPOJOLKY-
TEIBbHOCTH XW3HHU IIalIVI€HTOB HPI/IBeJIO
K KJIMHWYECKUM CHUTYaIUAM, BBIXOIAIIM
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33 PaMKU CTaHZAPTHBIX IIPOTOKOJIOB JIede-
HyA. COIyTCTBYIOIIAA IIATONIOTUA, XapaKTep-
Has JyIA 3peJIoro Bo3pacTa (TMIepTOHuUs, ca-
XapHbIH ApabeT, 3a60/IeBaHUA ITOYEK U Jp.),
ocnoxa:AeT Teparto [TH]]. KagyecTBo »usHU
GOJTBHBIX IIPY IIPABIUILHOM JIEYeHUU TIpes-
roj1araeT BO3MOKHOCTD JA€TOPOXKAECHMA, YTO

TpeOyeT pa3pabOTKH CTAHZAPTOB BeNEHUA
GepeMeHHOCTH.

JUi KoppeKuny HeMH(peKINOHHBIX 0C-
soxkHeHuit [TNU]] y B3pOCIbIX aKTUBHO IPU-
MeHseTCsI UMMYHOCYIIPDECCHBHAA TepaItud,
OfIHAKO HY YHU(UITMPOBAHHBIX JIedeOHbIX
CXeM U IIPOTOKOJIOB BeZIeHVIs, HU IIPOTHOCTH-

YeCcKUX MapKepoB, HU KpUTepUeB OLIeHKU
5(pdeKTUBHOCTH JAHHOIO BUZAA Tepanuu
He cymecTByeT. C yBeJImyeHrueM IIPOJOLKU-
TeJIbHOCTU KU3HU IAIIMeHThI CTAIU JOXKU-
BaTh J0 OCJIOKHEHU, paHee He CJIy4aBIINX-
Cs1, OIBITA BeleHUs KOTOPBIX ¥ BPaueGHOro
COOOIIeCTBA HeT.

Oco0y0 CIOKHOCTh [UISL  B3POCJIBIX
¢ [T1/1 mpencraBiiaeT iekapCTBeHHOe obectTe-
4geHwue. Tepamuio BBUI' peryisapHoO U B yCIOB-
HO aJIeKBaTHOM J03e TIOJy4aroT MeHee TPeTH
HYXIAIOIUXCA ITAllMeHTOB cTapiie 18 JjerT.
[Tpo6:1eMbI BOSHUKAIOT C IIPeIapaTaMy It
6a3MCHOM TNPOTUBOIPHUOKOBOM/IIPOTUBOBY-
PyCHOM Tepamuy, JiedeHreM OCIOXKHEeHMHN
[Tl MOHOKJIOHAJILHBIMM aHTUTEJIaMHM, KO-
JIOHUeCTUMYJIUPYIOIUMY (aKTOpaMU, IIUTO-
CTaThKaMu U Jip. [103AHAA AUAaTHOCTMKA U He-
aJieKBaTHAas TePaIVis IIPUBOIAT K ObICTPOMY
PasBUTHIO HeOOPaTUMBIX U3SMEeHeHUI B op-
raHax " yTpare TPyAOCIOCOOHOCTH, IIPesK/ie-
BpeMeHHOI cMepTH. Ecin »xe AUarHos ycra-
HAaB/IMBaeTCd HA PAaHHMX 3Tarax Ooe3Hu
U IIALMeHT MOTy4aeT aJleKBaTHYIO TepaIuio,
Ka4eCTBO U PO OLKUATEbHOCTD €TI0 XKU3HU
TIPUOIYDKAIOTCA K OOIIEIOy/IAIIOHHBIM.

Cnucok aumepamypul HaxoOumcs 8 pedaxyuu

[TPOOUITAKTINKA

PoHp «[logconHyx»

CucTeMHbIN Noaxon — 3asor yCcreLwHon Tepanum
N BbICOKOIO KayecTBa XXU3HU NaumueHToB

®@oHp «[logcornHyx» OTKPbI MPOorpammMy 1o UCCIE40BAHUIO KAYeCTBA XU3HU NaLUeEHTOB C NepBUYHbIM UMMYHoLehULn-
Tom (IMNL) n nx 6:1m3kmx. OHa BO MHOrom OyLeT YHUKaslbHOU: aKkernepTbl «[logcosiHyxa» BrepBble Y4/l POCCUVCKYIO
crieynuKy B NCCrieoBaHNmM XXN3HEHHbIX riokasaresiev 60sbHbiIx ¢ [/].

Hpuna Bakpaz3e, yrpapiaomui supekrop GoHaa:

«KauecTBO KM3HM IAaLlIeHTa CeroAHA CTAaHOBUTCA OAHUM U3 ITIaBHBIX KDUTEPHEB OLleH-
K1 3G (HEeKTUBHOCTH IIPOTPaMM B 00JIACTH 34paBOOXpaHeHuA. Muccus Hamrero Gpouaa —
He TOJIBKO HalTH U cracTy 601pHbIX ¢ [TM]], HO ¥ TIOMOYb MM KUATb APKOH U ITOTHOLIEeH-
HOM >XKU3HBIO. YTO BXOJUT B 3TO MOHATHE? YTOGBI OTBETUTH HA 3TOT BOIPOC, GOHA
U 3aIlyCTWI UCCIefl0OBaHNe Ka4yeCTBa XXU3HU CBOUX IIOJOIeYHBIX).

IIpy oIleHKe Ka4eCTBa XKU3HY OyZieT YIUThIBATHCA He TONBKO (pr3HIecKoe, HO U IICHXOJO-
TT9ecKoe COCTOSHME ITAIlMIeHTa, a TAKKe BO3MOXKHOCTB ITOTHOIIEHHO O0IAThCA, YIUTHCA, pabo-
TaTh, IIOJ[yJaTh Pa3IYHbIe )KU3HeHHbIe Grara. Crernyidrika [TV]] TakoBa, 4To BHEIITHee OTCYTCTBHE
CYMIITOMOB 3a00/IeBaHIIA He PABHO3HAYHO BBICOKOMY KadeCTBY YKU3HU. TeOpeTHYeCKY ITalieHT
¢ IMMyHOZeOUIIITOM BCeria MOKeT YyBCTBOBATh Ce0sI XOPOIIIO, HO JJIA 3TOTO OH IOJDKEH CyIile-
CTBOBAaTh B CTEPIWILHOM GOKCe, He ITOABEPrasi CBOM CJIA0bI MMMYHUTET UCIIBITAHIIO BHEIITHEL
cpenoii. PasymeeTcs, B TAKOM CJIy4ae KageCTBO eT0 XKU3HU OyZieT KpariHe HU3KVIM.

C 2015 roga ncuxosnoru GoHAA U3y4aroT crrenuuKy BauaHuA [TM]] Ha )KU3Hb CaMUX
MaIeHTOB U UX GJIN3KUX, IPOBOJSAT OOCYKI€HUS U OIIPOCHI, KOHCYIBTUPYIOTCS C MeZIU-
LIWHCKUMHU CIeNIUaIuCTaMu. basy [uid ncarefoBaHui BO MHOTOM 3a10KWIN «IlalleHTCKue
IIKobI» GoHAA. «[IoACOMHYX» IIPOBeII yoKe 44 TaKue MIKOJbI, B X0fe KOTOPBIX ITOJ0IIeYHbIe
doHzma 1 mx GJIM3KYe JeIVUINCh CBOMMY IIPOfIeMaMy ¥ OTBEYAIU Ha BOIIPOCHI SKCIIEPTOB.

B pe3ynbTaTe BBIACHUIOCH, YTO HPO6JICMI>I MMaOVEeHTOB HAYUHAIOTCA C KPpUTUYECKU
JIOJITOM 33a[ieP’KKH IIOCTAaHOBKU AMArHO3a U OTCYTCTBUSA HaJJIeKAIIero JeKapCTBeHHOTO
obecnieyenua. Ho na’ke mpu IpoBefeHUY NOJDKHOM Tepanuy IIpo6IeMbl 3TH BO MHOTOM
CBfA3aHBI CO CTUTMAaTH3allKel 06IecTBOM JUATrHO3a <(MMMYHOAEeQUILIUT», CJIOKHOCTBIO
COBMeII[eHUs TIOJTHOIIEHHOM PaboThI ¥ TePAIIUU, CBI3aHHOU C PeryIsIPHIMU MHOTOJHEB-
HBIMU TOCIUTAIN3ANUAMMU.

PyKoBOAMTENb ICUX0JIOTNMYECKOM CIyKObI hoHa «I10ACOTHYX»

Anexcanzp PyHOB, ofvH U3 aBTOPOB UCCIE€IOBAHUA:

«[Nogxopamero onnpocHrKa nauueHToB ¢ [T/l no HacToAmero BpeMeHU He CyIeCTBOBAJIO.
OO6Ire aHKETHI, COCTaBJIeHHbIE JJIA Pa3HbIX 3a00JIeBaHUI, He MOTYT OTPAa3UTh clienudu-
Ky umeHHo [T1/]], a MeXXIyHapOAHbIe OIIPOCHUKM I OOJIBHBIX C IEPBUYHBIM UMMYHO/Ie-
(puUIMTOM He yYUTBIBAIOT POCCUUCKYIO CIelIU(UKY Tepalluy 1 OTHOLIeHUE K PeIKUM 3a-
OoneBaHussM. [l03TOMYy MBI Ppa3pabOTAIM COOCTBEHHBIN YHUKAIBHBIA OIIPOCHUK
HAa OCHOBE BCeX JJAHHBIX, COOPAHHBIX HAMU 32 FOJbI PaOGOTHI.

MHoroneTHee UCCIe0BaHUe CMOXeT aIeKBaTHO II0Ka3aTh He TOJILKO CyIecTBYIoIee
TOJIOXKEHMeE JIeJI, HO ¥ AVHAMUKY KadecTBa »KU3HU nanueHTos ¢ [T/l B Poccuu. «Ilopcor-
HyX» TeM BpeMeHeM IIPOJIOJDKAET CBOU «KJIAaCCHYeCKre» IIPOrPAMMBI 110 YIYYIIeHUIO Ka-
4ecTBa KM3HU IOAOIEYHBbIX: (MHAHCUPOBaHME IIPOIPAMM AMArHOCTUKU U JIeYeHUA,
TICUXOJIOTUYeCKHe U IIPaBOBble KOHCYJIbTAllMU ITAlleHTOB, UX COITUAIBHYIO IIOIAEePKKY.
A Taxke peasusyeT YHUKAJIbHYIO IIpOrpaMmy «IpKuil MUp» Ui MaJleHbKUX ITO/I0ITeYHbIX,
KOTOpBIe HaXOAATCA Ha U3JIeYeHUN B KIIMHUKE.

Hpuna Bakpazae:

«MccmenoBaHye ITO3BOMIUT PACIIMPUTD CIIEKTP IIPOIPAMM II0 IIOBBIIIEHUIO KavyecTBa
KU3HU HAIMUX ITOAOII€YHBIX Y, BOSMOYKHO, BHECET B HUX dKTYAJIbHbI€ KOPPEKTUBBI.
Ho TEeKylIda pa60Ta B 9TOM HAIIPABJIEHUU HE OCTAHABJINBAETCAY.

KoHTaKThI KOOpAMHATOPA IIPOEKTA:
Anexkcanzp Pynos runov@fondpodsolnuh.ru

BJIATOTBOPUTEJIbHbIA ®OHI
Tlodcontyx NnomMouwm OeETAM 1 B3POCT1bIM
- C HAPYWWEHUAMUN UMMYHUTETA
o «MOACOJIHYX» OCHOBAH B 2006 TOLY.

«MOACOJIHYX» — nepBas n eAUHCTBEHHasA OpraHn3saumnsa, Kotopas saHMma-
eTcA npo6nemoi nepBuyHoro MmmyHogaedpuumra B Poccun cucremHo.

QoHp 06ecneunmBaeT KU3HEHHO HeOOBXOAVMbIM [1OPOroCTOALMUM JleUYeHrem
MaLMEHTOB, CTPAAAIOLWMNX OMACHBIMW [Jf1A XKM3HM 3a605eBaHNAMU VIMMYHHOW
CUCTEMbI, OKa3blBaET MPABOBYIO U NMCUXONOMMYECKYIO NMOAAEPXKKY MOLOMEUHbIM,
NnoaAep KMBaeT MPOrpaMmbl MO MOBbLILEHNIO OCBEAOMIIEHHOCTU B 06acTu
MUMMYHHbIX 3a6051eBaHNiA.

MoHA coTpyaHMYaET C BeAYLUMMI SKCNepTaMu B 061acT MIMMYHONOTW, Neana-
TPUN 1 PEBMATONIOTUN 1 C NPOPUABHBIMA MEAULMHCKUMA YUPEXKAEHUAMU
no Bcen cTpaHe. KomaHga QoHAa npoBoamnT «launeHTCKMe WKONMbI», peanmsyert
nporpaMMbl NCUXONOTMYECKOM NOAAEPKKN B3POCSIbIX 1 fieTel, CO34aH 1 pa3Bu-
BaeTcA NauneHTCKnin KommTerT.

OCHOBHDIE NMPOEKTbI:

)

i
53

«JOCTYINHOE JIEYEHUE» — obecneuyeHne neKapCTBEHHbIM
npenapatamu, onsiata MeauLMHCKNX YCyr U TPaHCMOPTHbIX
pacxonos..

«MPABOBOW UMMYHUTET» — cucTeMHas 3alumTa npas
naLneHTOB, IpUANYECcKasa 1 NPaBoBas NOMOLLb, pa3BuTme
I0PUANYECKON FPAaMOTHOCTM CEMEN.

(\/O\o «APKNIA MUP» - pa3BuTiie, coLmanmsauus, Ncuxonormyeckas
@ o

\@?Q NoAAepKa 1 TBOpYECKOe pa3BUTMNe AeTen B KINHUKaX
((\ﬂ «UHOOPMALIMIOHHbIN NMPOEKT» - ocBeweHe npobnema-
N7 TUKW O NePBUYHOM UMMYyHOZePULIMTE, aKLUU 1 MePONPUATUA.

«COLMAJIBHBIN NMPOEKT» — oka3aH1e NOMOLLY NOAONEYHbIM
B TPYLAHOW KM3HEHHOWN CUTyaLun.

o

Yupeputenn QoHpa — KuHOpexuccep u npoptcep Tumyp Bekmambertos
1 XyOOXHUK, npogiocep Baps AsaioLuko.

DoHp npuaepKrnBaeTcA NpasBu CTPOro OTYETHOCTY Nepen 6naroTBopUTENAMHM
1 pPerynspHO NpoXoauT ayAUTOPCKYIO NMPOBEPKY.

FONDPODSOLNUH.RU +7 (495) 767-73-38 FOND@FONDPODSOLNUH.RU
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OlbIT

HacnencTtBeHHbIM aHMMOOTEK:

NyTb K CBOEBPEMEHHON ONarHOCTUKE

HacnencteeHHbIVi aHrootek (HAO) — peakoe 3aboneBaHue, nposiBASIIOLLIEECs aHrmooTekamm
pPasINYHoV riokann3asmm, rnpoaoIKUTESIbHOCTU U Cuibl. [TOCKObKY 47151 3TOM naTosiornm
XapaKTepeH paHHW 4eOKOT, neagmnaTp 4acTo CTaHOBUTCS NMEPBLIM BPAa4Y0M Ha Iy T NnaLveHTa.
OpgHako gnarHoctuka HAO nipefctaBnisieT cO60v HEMPOCTYIO KIIMHUYECKYIO 3afadqy rno 4ByM
rnpuYnHam: n3-3a HU3KOVM 0CBELOMIIEHHOCTU Bpaveri n rnpobrieMbl C Ka4€CTBEHHbIM
BbIMOJIHEHNEM aHaIN308B, BOSMOXHbIM JINLLIb B HECKOJIbKUX J1ab0patopusix B CTpaHe. A Beb
OT CBOEBPEMEHHOV ANarHOCTUKN 3aBUCUT MPOrHo3 3ab0s1EBaHUA.

NpuHa
AnekcaHApOBHa
. MAHTO

M.H.c. omOeneHus UMMYHONAMOJ102UU 83POCIIbIX
KknuHuku @OIBY «THL MHcmumym ummyHonozuu»
OMBA PO

TaTtbsAHa
BacunbesHa
JIATbILLEBA

/1.M.H., npogheccop, 3a8. omOesieHuem UMMYHONAaMoJ10-
2uu 83pocsibix KnuHUKU OFBY «THL MHcmumym
ummyHosnoauu» OQMBA PO, 3acnyxeHHbiti pay Poccuu

MEHbBLLUE 3HAKOT —
PEXXE BbIAABNAIOT

[MarrenTsI ¢ anrmooTekamu (AO) BcTpe-
YaIOTCA JOCTATOYHO Jacto. Cpexy HUX Ha-
MHOTO OOJIBIIIE TeX, YbU AHTIOOTEKU BBI3Ba-
HBbI MeJUaTOPaMU TYYHBIX KJIETOK (FHCTa-
MVH, IPOCTAIJIAHVHBI), [I03TOMY HaCTOPO-
>)KeHHOCTh B UIX OTHOIIEHWY y Bpadel ro-
Ppa3zo BhIIe.

HacnencreenHsle (OpMbI aHTHOOTEKOB
(HAO) B pyTMHHOM KJIMHUYECKOU ITPaKTHKe
BCTPEYAIOTCA 3HAYUTEILHO PerKe, UTO IIPU-
BOAUT K HU3KOU OCBeIOMJIEHHOCTH, a 3Ha-
YUT, 1 HU3KON BBIABJIAEMOCTH JIAaHHOTO
3aboneBannA. Ho mMeHHO 3Ta dopma
AO He moAmAeTCsA Tepanuy CUCTEMHBIMU
T'KC ¥ aHTUTHICTAMUHHBIMHY IIPEIapaTaMu,
a IIPU JIOKUIM3AIUKM B 06JACTU BEPXHUX
JIbIXaTeJIbHBIX ITyTel BBICOK PUCK CMep-
TEJTFHOTO WICXOZA IIPY HeIIPaBWIBHON WU
HeCBOeBpeMeHHOU Tepaluu.

ABE ®OPMbl 3ABOJIEBAHUA

HAO oraOCuTCA K AO, MHAYITUPOBAHHBIM
OPaVKIHITHOM, KOTOPbIe MIMEIOT IIPUHIIVIIV-
QIBHO JApyrue NaToreHeTUYecKue OCHOBBI,
4eM AO, BbI3BaHHbIEe MeIMaTOPaMU TYyIHBIX
KJIETOK (HarpuMep, avteprirdeckue AO).

Ecmm HakomwieHve 6paJuKUHMIHA MPO-
HCXOIUT B pe3yJIbTaTe CHIKEeHUA YPOBHA U/
WY PYHKITMOHATHFHON aKTUBHOCTH 0COO0TO
depmenTta — Cl-uaruduropa (C1-MHI) —
To pasBuBaerca HAO ¢ gedunitoM sTOro
uHrHbuTOpAa (pHC. 1). DTa Hambosee yacrasa
U XOPOIIIO u3ydeHHasA (opMa 3a60sIeBaHuA
BO3HUKaeT Ha (oHe MyTaluu B TIeHe
SERPING1 (HacimemyeTca IO ayTOCOMHO-
JIOMUHAHTHOMY THILY).

OpmHako 6rarozaps COBepIIeHCTBOBA-
HUIO MeTOZIOB AMarHOCTUKY M HAKOIUIEHUIO

3HaHui o HAO B nociesHee BpeMs Bce 4a-
1Ie BBIABJIAETCS Gosee penkasa popma 3a60-
JeBaHus — 6e3 gedpunura C1-UHI, ¢ He-
CKOJIbKUMM OIUCAHHBIMU IPUYUHHO-
3HAYUMBbIMU MyTanusAMu B reHax XII ¢gak-
TOpa CBePThIBAaHUA KPOBY, IUIa3MUHOTeHa,
aHTrMonoaTHHA 1, kuHKUHOreHa 1 (puc. 1).

AKTUBHbIW CEOP AHAMHE3A
3amogo3puts HAO MOXKHO y:Xe Ha 3Ta-

e c6opa aHAMHe3a, eCJIU JeJIaTh 3TO Kade-

CTBEHHO M TiiaTeabHO. CaM IanueHT Mo-

JKeT He acCoLMMpPOBaThb HEKOTOPhIe

CUMIITOMBI CO CBOMM 3a00JIeBaHUEM, CUU-

TaThb YTO-TO HEeCyIleCTBeHHbIM WIHN He CBA-

3aHHBLIM C HUM. [103TOMy Bpay JOJKEH CO-

OMpaTh aHaMHe3 aKTUBHO, WCIIOJIb3ys

HaBOZAIIME BOIIPOCHI:

¢ BpuIM JI y KOTO-TO B POZy IIOXOKUE CHM-

IITOMBI?

e [loru6as Ji KTO-TO M3 PONCTBEHHUKOB

OT OTEKOB?

¢ YTo IIpoBOLIpyeT UX pa3BUTHeE y Bac?

¢ ECTb JIM IIpeALIeCTBYIOIIYEe CUMIITOMBI?

® BpUIM JIM y Bac BBICBHINIAHUA, IIOXOXKUE

Ha KPYy»eB0?

¢  CJTy9aIHCh JIU IIPUCTYTIBI OOJIH B JKUBOTE?

¢ JIpy KaKMX yCTOBUAX IOABJIAIOTCA OTEKU?

e Kak oJIro OHU COXPaHAIOTCA?

¢ Kakue CUMIITOMBI M COILyTCTBYIOT?

XONOAHBbIE OTEKU

B omiimame ot AO, BBI3BAaHHBIX MeHa-
TOpaMU TYYHBIX KiIeToK, HAO 06GBIYHO
He COITPOBOKAAIOTCA KPAaIIMBHULIEH, 3yA0M,
moKpacHeHueM. OTeK OJIeJHBIHN, XOTOHbII
Ha OILyTIb, Me/JIEHHO HapacTaeT U MeJ|jIeH-
HO paccaceIBaeTcsa (B CcpefHeM — 3a 2-5
pgHeli). CIKC 1 aHTUTUCTaMUHHbBIe IIpelia-
patel He garT 3(dekra. K coxanenuro,
OTOT BKHBIN JUATHOCTUIECKUI KPUTEPUI
MOXKeT OBbITh mporyineH. Tak kak AQO y me-
Tell MOTYT Pa3pemaThcsA OBICTPO U CAMOCTO-
ATeNbHO, BBefleHHe c['KC 1 aHTUTHCTaMUH-
HBIX IIPEeIaparoB B TAKUX CIYYaAX JIOKHO
OIIeHUBAIOT KaK 3 PeKTUBHYIO Mepy. Bax-
HO YTOYHUTb, CKOJBKO JTUTCA OTeK 0Oe3
Tepanuy U Ha ee ¢poHe. Eciu B o6oux CIry-
4Jasgx OH IIPOXOAUT, HAIIpUMep, 3a 1-2 4Jaca,

MounHTepecyTech cnydasamu peunamsupytomx AO B cemMbe 1 NneTasnibHbIMU
ncxofamu Ha aton noyee. 3anogo3pute HAO 1 HanpaBuTb NaumeHTa Ha o6¢cnefoBaHne
HY>XHO Aake Npu COMHUTENbHOM CEMENHOM aHamHese. borbLue Toro, oTcyTcTBMe
CEeMeNHOro aHamHesa He uckntodaeT HAO: NPUMEPHO y HETBEPTM NALMEHTOB CEMENHbIN

aHaMHe3 He NMpocieXXmnBaeTcs.

Puc 1. Knaccndukauma HAO

HAO C OE®ULIMTOM C1-UHITMBUTOPA:

- HAO | Tuna (cHUW>XeHbl KONMYeCcTBO 1 GYHKLUMOHaNbHaA akTuBHocTb C1-UHT);
- HAO Il Tuna (cHu»KeHa pyHKLMOHanbHasA akTuBHOCTb C1-UHT, npu 3Tom ypoBeHb
C1-WHT B npepenax HopMbl U NOBbILLEH).

- HAO c myTtauuen B reHe Xll pakTopa cBepTbiBaHUA Kposu (HAO-FXII);
+ HAO c myTauuen B reHe nnasmuHoreHa (HAO-PLG);

- HAO c myTauumen B reHe aHrmonostuHa 1 (HAO-ANGPT1);

- HAO c myTauuen B reHe KuHuHoreHa 1 (HAO-KNG1);

+ HAO c HensBecTHOM myTaumen (UNK-HAO).

MOXXKHO CIeJIaTh BBIBOJI, UTO Tepamus BO3-
IelCTBUA He OKasaJa.

HEOTBEMJIEMbIE TPUITEPDI

AO MOTyT BO3HUKATh HeIPeACKa3yeMo
WIY TI0J], BO3[IENICTBYEM OITpe/ie/IeHHbIX TPUT-
repoB (puc. 2). MHOrHe TpUrrepsbl, TaKye Kak
Tpope3bIBaHUE 3yOOB, 3MOIIMOHAILHEIE
(cTpecc) 1 pusrIeckyie Harpy3KU, CBA3aHHbIE
C MeXaHW4eCcKOU TPaBMOM, MH(EeKIIUY, Hen3-
6eKHO COITCTBYIOT IEeTCTBY U FOHOCTHL.

JleKapCTBeHHBIE IIPenapaTsl ¢ m0604-
HBIM 3(pPeKTOM B BUfie OTeKa IPUMEHSIOT-
cA pexe y fieTel, ueM y B3podibIx. OfHaKo
uAIl® Bce 3Ke WUCIOJB3YIOT B IIe-
JUaTpUUeCKOU IpaKTUKe IPU HEKOTOPBIX
COIIyTCTBYIOIIMX 3a00JIeBAaHUSIX, ]a U PaH-
Hee HAYyaJo IIpueMa IepopajJbHbIX
3CTPOTeH-COflepKAIMX KOHTPAlleITUBOB
CTAaHOBUTCA Bce (ojlee pacIpoOCTpaHeH-
HBIM sABJIeHueM. Hepeiko cTapT MeHCTpY-
anuil IPOBOLUPYeT [e0i0T 3a60/IeBaHUs
y AeByIlleK WIN 3HaYuTeJIbHOe yyallleHue

HO BBICBHITIAHVS [TPY MAPTUHAIBHOMN puTe-
Me He 3y/IAT 1 He BO3BBIIIAIOTCS HaJl IOBEPX-
HOCTBIO KOXKH. MaprUHIBHYIO SPUTEMY
MyTAOT U C TIPOSIBJIEHUSAMU NHDEKIIMOHHO-
ro 3a60j1eBaHusA, HeOOOCHOBAHHO Ha3HAYAS
MIPOTUBOMUKPOOHYIO TEPAIIHIO.

BEPOATHA{A NOKAJNN3ALNA

AO 6bIBalOT HepudepdecKrMU (Bepx-
HUX U HIDKHUX KOHEYHOCTel, TeHUTaInk),
B 00JIACTH TOJIOBBI U e, B CTeHKe KUIIey-
HUKa C ablOMIHUTBHBIMY aTaKaMU U B BepX-
HUX JIbIXaTeIbHbBIX ITyTAX.

[Tepudepryeckre OTeKH He Ipe/iCTaB-
JIAIOT yTPO3Y KU3HU, HO 3HAUUTETbHO CHU-
»KaIOT ee KauyecTBo. V3-3a OTeKOB PyK 1 HOT
CTaHOBUTCA HEBO3MOXXHBIM BBIIIOJIHEHUE
CaMBbIX OOBIYHBIX €KEeIHEBHBIX ACUCTBUIL:
3aCTeTHYTb IyTOBUILY, AepKaTh Py4Ky, Ha-
JeTb OOyBb U T.II. (PHC. 4, PUC. 5). A OTeK
TIOJIOBBIX OPTraHOB MOJKET IIPUBECTH K 60-
JIeSHEHHOMY MOYEMCITyCKaHUIO, B Ooiee
TAKEJIbIX CTydasax — K 3aflepyKKe MOYML.

HecBoeBpemeHHasa Tepanus npy AO BEpXHUX
ObIXaTesnbHbIX NyTen Unm tepanua HeadPPEKTUBHBIMU
cpeacteamm (cl'KC, aHTUrMCTaMMHHBbIE NpenapaTbl) MOXET
NPUBECTU K NieTanibHOMY ucxony

U yTSDKeJIeHNe CUMIITOMOB, B JATbHeNIeM
AO MOTyT OBITh NMPUBSA3AHBI 10 BPEMEHU
K MEeHCTpyaluaM.

BO3MOXXHbIE MPEABECTHUKN

Y HeKOTOpBbIX NAIleHTOB Pa3BUTUIO
OTEKOB IIPE/IIIeCTBYIOT TOJIOBHAS 0O0JIb, 3BOH
B yIIIaX, OILNyII€HKe TPEBOTH, TOIIHOTA.

Y neteil BcTpewaloTcs ocoOble IIpep-
BECTHUKU: IOBBINIEHHAsg KalpU3HOCTb,
HapylieHue CHa, OTCyTCTBUE alIleTUTa.

OTmenbHBIN BApUAHT MIPEIBECTHUKA —
MaprUHATBHASA SpUTEeMa. DTO ITIOKPaCHeHVe
KOKY, HATIOMUHAOIIee KPY>KeBHBIE Y30PBI.
Hepeznxo ero mprHUMAIOT 3a KPAIIMBHUILY,

OTeku B 00JIACTH TOJIOBBI U IeU
He TOJBKO Ae(dOPMHUDYIOT 4YepThl JIMIA,
HO U IIPEJICTABJIAIOT CEPbE3HYI0 OIIACHOCTh
JUId manueHTa (puc. 6). Takad Jokamusa-
1A, a TAaKXKe BKIIOUYEeHNe B IIPOLecC Bepx-
HUX [AbIXaTeJIbHBIX IyTeU (A3BIK, TOJOCO-
Bble CBA3KHU, I'OPTaHb) MOIYT IIPUBECTHU
K pasBuTUIO achukcuu. Paccaurats BpemMa
OT MOABJI€HUA IIePBbIX CHUMIITOMOB [0 II0JI-
HOTO YAyIIbs HEBO3MOXKHO: OHO COCTAaBJIA-
€T OT HeCKOJIbKUX 4acoB 10 20-30 MUHYT.

ABAOMUHAJIbHbBIE ATAKU
Bonb B KUBOTE MOXKeT OBITH Pa3HOM
VHTEHCUBHOCTH (OT JIeTKoro AuckoMmdopTa
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Puc 3. Hanbonee yacTas nokanvsaums
AO npn HAO

THOCTHIKA (B TOM YMCJIe Ha JOKIMHIIECKOM
aTare) CHIDKAeT PUCK (PaTaIbHOTO UCXOa
¥ IO3BOJIAET CHU3UTH 00beM HeOOOCHOBAH-
Hoii Tepanuu c['KC, pycK HeolpaBIaHHbIX
XUPYPTUIe€CKUX BMEUIATE/IbBCTB, YMEHb-
mUTh GpeMst 0OMe3HU KaK (HU3MIECKOM,
TaK ¥ B SMOIIMOHAJILHOM IUIaHe.

B kauecTBe CKPMHUHIOBOTO MapKepa
MOXXHO HCIIOIB30BAaTh OIlpejieIeHNe YPOB-
HA C4-KOMIIOHeHTa KOMIUIEMeHTa, KOTO-
pbiii y 60impHBIX HAO cHkeH (Tabu. 1). Ero
UCCIe0BaHYe OCTYITHO B PyTUHHOM IIPaK-
THUKe U He 3aHMMaeT MHOTO BpeMeHU. OHO
TOJIe3HO B YPreHTHOM CUTyallud, KOTZAA
B KIMHUKY IIOCTyIIaeT MAIMeHT C HeyCTa-
HOBJIEHHBIM JTUaTHO30M C JKU3HeyTIpOXKalo-
meM OTeKOM IWIM TsDKeJION a6JOMUHAIIb-
HOU aTakoW M eCThb OCHOBAaHUA II0JIarath,
4ro 310 Inposasienuda HAO. OgHako u3-3a

MogymaTb 0 BO3MoxHOCTU HAO Heobxooumo y aeTen
C HECKOJTbKMMW rocnutanmaaumamMmm uinm ocMmoTpamm
C NOJ03PEHNEM HA OCTPYIO XMPYPrnYeCcKyo NaTosormio

IO OCTPOrO0 HEeCTepPIMMOTO OIIyIIeHU:)
U COIPOBOXKJAATHCSA TOIIHOTOM, PBOTOH,
YKUIKUM CTYJIOM, BBIDQKEHHOH C(JIAGOCTHIO.
IIpu aGAOMUHAIBHBIX aTaKaX BO3MOXKHO
pa3BUTHeE KUIIEYHOUN HEeIIPOXOJUMOCTH.

ITo nanubM KT u Y3U opraHoB Gpior-
HOU IIOJIOCTH BO BpeMs a6JOMUHAIbHON
aTaKU B OPIONTHOM MOJIOCTH OOHAPYKUBA-
eTcst CBOOOAHAS KUIKOCTh, MCUe3aronas
rocJie paspenieHus IpucTyma 6omu. OHa
OBbIBaeT HACTOJILKO CUJIBLHOM, YTO ee IpU-
HUMAIOT 3a «OCTPbIM KMBOT». TaKue aTaku
(ocobenHo ecu auarHo3 HAO He ycTaHOB-
JIeH) MOTYT BeCTM K HeOOOCHOBAaHHBIM
XUPYPIrUdeCKUM BMeIlaTeIbCTBaM.

Its HAO xapakTepeH paHHUI ZeGIOT
3aboneBanyss: B 80% cydaeB — o 18 jieT.
[Ipu 5TOM ITpaKTUYECKHU y ITOJIOBMHBI ITaIy-
€HTOB M30JIMPOBAHHbIE a0OMUHAIbHbIE
aTaKM OKAa3bIBAIOTCA CTAPTOBBIM CHMIITO-
MOM. DTO elrle GOJIbIIIe YOIOXKHAET CBOEBpe-
MEHHYIO IMarHOCTUKY, TaK KaK 3aIll0f[03pUTh
Hammare HAO y peGeHKa TOJIBKO JIVIIH C 60-
JIAMU B )KUBOTe, 6e3 AQ, 04eHb HEIIPOCTO.

Jereli ¢ abAOMUHAIBHBIMU ATaKaMU
rojamMu BeJyT IIOJi HeBepHBIMU JUarHO3a-
MU: IUIeBasA WIK JIeKapCTBeHHasA ajulep-
rus, pasauyHele natonoruu KKT. M Ha-
3HAYAIOT HEOOOCHOBAHHYIO TePAIUI0
¥ OTPaHWYMBAIOT B OKAa3aHUM MeAMWIIVH-
CKOM IIOMOIIIY (HaIIpHMep, B CTOMAaTOJIOTU-
YeCKUX MaHUNYJAINUAX).

PAHHEE OBCJIEAOBAHUE

Ecim ipu c6ope aHaMHe3a 0OHAPYKU-
JIMCh HacTOpakuBamluye npusHaxku HAO,
HY’KHO IIPOBECTH JIab0paTopHOoe 06cIeso-
BaHue. Kak MOXXHO paHbllle HEOOXOZUMO
06c1e[oBaTh U JleTel C IOATBePKAeHHBIM
nuarHo3oM HAO (maske Ge3 KIMHUYIECKUX
MpOosiBJIeHU 3a0oyeBanus). PaHuAS nua-

PUCKa JIOKHOITOJIOXKUTEIBbHOTO pe3yyibTara
JIarHO3 He MOXKeT ObITh YCTAaHOBJIEH TOJIb-
KO Ha OCHOBaHUU CHYDKEeHUA YpoBHA C4.

«30JIOTBIM CTAaHJAPTOM» JUArHOCTAKU
CYUTAETCA ABYKPAaTHOE UCCIelOBAaHNUE YPOB-
HA C1-MHI u ero GyHKIIMOHATLHOM aKTUB-
HOCTH C UHTepBAJIOM He MeHee 4eM B 1 Me-
A1 (Tabur. 1).

IIpu HAO I Tumna (85 % marineHToB) CHU-
’)KaoTca KoHueHTpanua C1-MHI u ero
(pyHKIIMOHAIbHAA AKTUBHOCTS, a 1pu HAO
Il Tuna (15 % cry4aeB) yMeHbIIATCA TOIBKO
(yHKIMOHANTBHAA akTUBHOCTH C1-VHI.

HWccnenopanua yposHa C1-MHI u ero
(PYHKIIMOHAJIBHOM aKTUBHOCTU MOKHO IIPO-
BOAUTh WIN €AVHOBPEMEHHO (e eCTb
TeXHI4IeCcKas BO3MOKHOCTb), WM IIO3TAITHO.
[Ipy TO3TAITHOM OOCTIEeNOBAHUM CHavasa
JBYKDPaTHO U3MepsIoT yposeHb C1-VIHI (Tak
kak HAO I Tuma BcTpedaeTca 4daie U u3Me-
penue ypoBHaA C1-VIHI Gosee AOCTYITHO).

Ecmu He BBIABIEHO AVMATHOCTUYECKU
3HauuMoe CcHuxKeHue ypoBHA C1-MHI,
Ha BTOPOM 3Talle IIPOBOAUTCA ABYKPATHOE
uccreoBanye ero (QyHKIIMOHATLHOU aK-
TUBHOCTU. VcciejoBaHre YPOBHA JPYTUX
KOMIIOHEHTOB KOMIUIEMEHTa (B YaCTHOCTH,
C2, C3, CH50) HemH(}OPMAaTUBHO.

FEHETU4YECKOE
OBCJIEAOBAHUE

IMouck wmyrtanmu B reHe SERPING1
He 00s13aTesTeH 1 BepUpUKAIIY IUarHO03a.
OpHAaKoO ero MOYKHO MCIIOIb30BaTh KaK ajlb-
TepHaTUBY IIOBTOPHOMY HCCJIIOBAaHUIO CH-
creMbl KoMIuieMeHTa. Ilockompky C1-WHT
U ero (PyHKIIMOHAIbHAA AKTUBHOCTD, a TaK-
»)ke C4 MOIYT OBITh CHIDKEHBI Y 3TOPOBBIX
MJIaZIeHIIeB, JIeTAM 10 1 rofa B KayecTBe Me-
TOAA AUATHOCTHKYN PeKOMeHZyeTcA IIPOBO-
JUTh TeHeTU4YeCcKoe CUIeloBaHye.

Ecmu y manyeHTa ecTh KIMHUYECKHE
npusHaku HAO (M ceMelHBIN aHaMHe3),
HO He BBIABJIEHBI IMArHOCTUYECKHU 3HAYU-
Mble u3MmeHenvs C1-VHI, HeoGXoquMo mpo-
BecTU obcrenoBadue Ha Hammyue HAO 6e3
nedwurura C1-VHT.

EnVHCTBeHHBIN MeTOZ, IIOATBEp:K7e-
HUA AUarHosa Jyid Takoi ¢gopmel HAO —
MOJIEKYJIAPHO-TeHeTIYeCKoe 06CIeJoBaHIe
¢ mouckoM Mmytaruit B reHax XII ¢axkropa
CBepThIBaHUA KPOBY, IUIa3MUHOTeHA, aHTH-
OIIO3TUHA 1, KUHUHOIeHa 1.

Jlaske ety y anyieHTa He OOHApy»KeHa
IPUYNHHO-3HAYMMadA MyTallyis HU B OLHOM
U3 3TUX FeHOB, HO eCTh TUIINYHAaA KJINHU-
YecKasd KapTMHA B COUYETaHWU C IIOJIOKU-
TeJIbHBIM CeMeHbIM aHAMHe30M IIpU HOp-
MaJbHOM ypoBHe C1-MHTrHOWUTOpPa W €ro
(pyHKITMOHAIBHOM aKTUBHOCTYU, AWArHO3

Puc 4. Otek cTonbl y naumeHTta ¢ HAO

Puc 5. Otek pyku y naumnenta ¢ HAO

Puc 6. Otek nuua y naumenta ¢ HAO

HAO Bce paBHO JIOJKeH OBITh IIOCTaBJIeH:
HAO c HeusBectHoU MyTarueii (UNK-HAO).

BEJEHUE BOJIbHOIO

TTocwte guarHocTuku HAO HeoOxommuMo
He TOJIbKO TI0[00paTh TePaIuio A Ipodu-
JIAKTUKY U KynupoBaHusa AO, HO U obecrre-
YUTH TAIlUeHTa BCEMU HeOOXOTUMBIMU
npenapatamMu. Ba)XHO KOHTPOJHPOBAaTh
2 (HEeKTUBHOCTE JIEYeHUS U IIPU HEOOXOmU-
MOCTU KOPPEeKTUPOBAaTh JJ03y IIpeIiapaToB.
Kak yxe rosopmwiocs, cI'KC u anTUrucra-
MUHHBIe IIpenaparthl y manueHToB ¢ HAO
He3(pheKTUBHBI.

HAO okasbpIBaeT OrpOMHOE BIIWAHHE
Ha KV3Hb TAIieHTa U ero ceMby. Camut 60ITE-
HbIe U UX POACTBeHHUKY JIO/KHBI IOJIyIUTD
VCYepIIbIBAIONITYIO0 MH(GOPMALKIO 0 3a60J1eBa-
HUY. Bpad 0053aH IOMOYb ceMbe U3MeHUTh
00pa3s »KU3HY, YTOObI N30eKaTh Cephe3HbIX
OCTIOKHeHUN. VIHAMBY lyaibHbIe orpaHuJe-
HUS HY)KHO IIPUMEHSITh Pa3yMHO, YTOOBI
He CHU3UTH Ka4eCTBO KU3HU peGeHKa. Heo6-
XOIVIMO TIPOMH(OPMUPOBATH O €r0 GoIe3HU
BOCIIUTaTeNIel, yuuTeaell U MeIUIMHCKUX
PaGOTHUKOB B IETCKOM Cajly U LITIKOJIE.

Cnucok aumepamypul
Haxodumca 8 pedakyuu

Ta6bnuua 1. JlabopaTopHas U MonekynapHo-TeHeTuYecKas avarHocTvka HAO

HAO | Tvna HAO Il Tvna HAO 6(?13_%_'4;”'4”73
C1-MHT ' Lif&fﬁ’.)" i N/L N*
$aC1-vHr 1 (<50 % oT HopMb) N*
cax 1 (<50 % oT HopMbI) N¥
E.Z':JKS'?T‘.;‘:: SERPINGT ANGP.II?I(IE%G' FXII,

* [laHHble NoKa3aTenun MoryT 6biTb HE3HAYNTENIbHO CHUKEHbI
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Hauano na c. 1

COVID-2019:
OTKy[Oa OH B34rce
N KaK C HUM 6OpPOThLCH

NMPEBEHTUBHBLIE MEPbI

Mepel IO IpeAyIpeXxAeHUI0 3aB0O3a
U pacnpocrpaneHusa COVID-2019 B Poc-
CUU BKJIIOYAIOT OPTaHU3AIIUIO0 CTPYKTY-
PBI yIIpaBJIeHHUA MPOLECCOM, CO3TAHME
JUarHOCTUIECKOU CHCTeMBI (BUPYCOJIO-
ruyeckou 1eHTp «Bekrop», HoBocu-
OUPCK), yTBep)KIeHre BpeMeHHBIX MeTO-
JAUYeCKUX peKOMeHJAaUuM 10 IIpo-
(wIaKTHKe, AUAaTHOCTUKE U JIeYeHUIO
KOpoHaBUpycHOU mHpeknuu. K Mepam
NPOPMIAKTUKUA OTHOCATCA:

1 UpenTudukanua U U30IANUA
npeariojaraéMbiX MU BE€POATHBIX
orydaeB uHpekuu COVID-2019. Bomb-
HbBIX U30JIMPYIOT B UHAUBUAYTbHBIX I1a-
JlaTaX C TyaIeTOM U WHAVBUIYAIbHON

BEeHTWIAILIEH.
2 [IpodwiakTUka BO3AYIIHO-Ka-
TIeJIBHOTO ¥ KOHTAKTHOTO 3apasKe-
HUA: MacK{, a JIydIlle pecIIpaTOphl
c dwiabTpanuer BO3[AyXa, 3alIUTHbBIE
OYKHU, OFHOPA30BbIe IepPYaTKU U XaJIa-
TBI, MBITb€ PYK IIEPCOHAJIOM JI0 U TTOCTIe
KOHTAaKTa C OOJBbHBIM U ITOCJIe CHATUA
ImepyaToK. VX BRIOPAChIBAIOT, a 060pY-
JIOBaHUe, TTOMeNIeHns U pabodyue Io-
BepXHOCTH Je3nHOUUUpPYIOT. JKea-
TEeJIbHO MCIIOIb30BaTh OJHOPAa30BOe
000pyZmoBaHMe 1 00pabaThIBaTh CTEHBI,
IIOTOJIKY, TIOJIBI ¥ BCe pabovue IoBepX-
HOCTH A,e3WHGUIUPYIOIUM CPeJICTBOM
C U3BECTHOU BUPYIUIIUAHON aKTUBHO-
ctbo. Ocoboe BHUMaHHWE — TaKUM
BMeIIaTebCTBaM, KaK HeOyralizepHas
u pusroTepanusi, 6GPOHX0- ¥ FaCTPOCKO-
A ¥ Apyryie UHCTPyMeHTaJIbHbIe Ma-
HUITYJIAIAY, 2 TAKXKe K MPOQIIAKTHUKE
KOHTaKTOB C MH(UIIMPOBAaHHBIMU Ce-
KpeTaMu GosbHOrO. [locTenbHOe Gebe
IMAKYIOT B MEIIKYU y KPOBaTH HaI[eHTa.
3 TocniuTanusanud, [AUAarHOCTHUKA
U JIedeHre — CHMITTOMaTI4ecKoe
AHTHOAKTepHATbHOE M aHTUPETPOBUPYC-
HOEe C BO3MOXXHBIM HCIIOJIb30BAaHUEM PU-
©OBepHHA ¥ KOPTUKOCTEPOUJIOB, ITACCHB-
HOM uMMyHoTepanuu (BBUI' u C3M).
K coxanmenuto, apeKTUBHOCTE IIPOTH-
BOBUPYCHOM U MMMYHOMOZY/IUPYIOIIel
(ropmoHbI 1 BBUT') Tepamiv He 0Ka3aHa.
Ectp HageXxa Ha aHTUIUTOKWHOBBIE
¥ TapreTHbIe UMMYHOTEPAIleBTIIECKIIEe
IIperaparsl y GOIBHBIX C MPOTrPeCCHei.
3abop GuomaTepuaa U JiyueBas BHU3ya-
JIM3anys THEBMOHUU — IIOZ JKeCTKUM
KOHTpPOJIeM 6e30I1acHOCTH!
4 OnugeMuyecKue MepOIpUATHA:
pasbsAcHUTebHAA pabora B CMU,
VHTEpDHETe U Yepe3 TOpAYYI0 JIMHUIO
0 pucKe MHQEKIMYU U ee CHMIITOMAX,
MIPeAyIIpeXKIeHNY KOHTAKTOB C OOIBbHBI-
MM JIIOOBMU, IIPABIUIAX TUTHEHBI, MeI-
IIITHCKOM CaMOKOHTpOJIe, afpecax IyH-
KTOB OCMOTpa. /36eXaTh Cepbe3HBIX
COLMAIbHO-5)KOHOMUYECKUX IIOCIe[-
CTBUH IIOMOTI'YT TOCyAAPCTBEHHbBIE MePhI
KOHTPOJIA HaJ PacIpOCTpPaHEeHUEM
COVID-2019 BMecTe ¢ OOBeNUHEHLIMU
YCWIMAMUA OCHOBHOM apMUM 3alUTHU-
KOB OT 3ITUAEMUY — MeIPabOTHUKOR.

Cnucox qumepamypul
Haxooumca 8 pedakyuu

MEOVLIHA XXI BEKA

dapmakoTtepanua NBP3:
Ha NepeKkpecTke ayTOMMMYHUTETA
N ayTOBOCMAaJIEHUSA

PacLungposka mexaHn3mMoB natoreHe3a MMMyHoBocCMa-
JINTENIbHbIX peBMaTn4eckux 3abonesaHmi (MBP3),
pacLunpeHne BO3IMOXHOCTEN UX PaHHeN ANarHoOCTUKU U
cosaHne HoBowi cTpaTterny papmakotepanmm (fieHeHne
4o goctuxeHus yenn — Treat To Target) oTHOCATCA K
4Yucy KpynHbix goctvxeHnn meanunHel XXI Beka. To xe
caMoe MOXHO cKa3aTb 0 pa3paboTKe LUNPOKOro CriekTpa
MHHOBaLUWNOHHbIX MPOTUBOBOCMANINTESIbHbIX U UMMYHO-
MoLynupyoLmnx 1eKapcTB — reHHO-UHXEeHEPHbIX
énosnorn4yeckunx npenaparosB (FMBI) n xummnyecku
CUHTE3UNPOBAHHbLIX MHTMOUTOPOB CUrHAaJIbHbIX MOJIEKY/1, CYLJE€CTBEHHO MOBbICUBLLINX
LIaHCbl Ha ycrnex fie4eHus nayneHTos ¢ IBP3.

\ EBreHun
JlbBOBUY

f‘ HACOHOB

J.m.H., npogheccop, akademuk PAH, dupekmop OIbHY
«HayyHo-uccnedosamensckuli UHCMUMym peemamo-
n102uu um. B.A. HacoHosoli», 3asedytowuti kagpedpou
pesmamonsnozuu OIAQY BO «[lepebili MockoscKul
20cy0apcmeeHHbIt MeOUUUHCKUU yHUsepcumem

um. .M. Ceyerosa» MuH30pasa Poccuu

CNEKTPAJIbHOE HAJNNOXXEHUE

B 3aBHCHMOCTH OT IPe0OIafAIONINX MeXa-
HU3MOB IaToOJIOTUM UMMyHuUTeTta VBP3
JlesIATCA Ha ayTOUMMYHHbIEe U ayTOBOCIIa-
JIUTeNbHbIe (C IpeuMylecTBeHHOM aKTu-
Balyell MPUOOPEeTeHHOTO WINU BPOXKIEH-
HOTO MMMYHHTeTa COOTBETCTBEHHO). Y Tex
¥ APYTUX MHOTO O0IIero: mepeKpeniyuBal-
IMUNCA CIEeKTPp KIWHUYEeCKUX IIPOsBIIe-
HUU, TPUTTEPHBIX BHEITHeCPeJJOBbIX, 3IIU-
TeHeTUYeCKUX U reHeTU4IeCKUX (PaKTOpOB,
MeZNaTOPOB BOCHAJIEHUA, a TAaKXKe IIOJIXO0-
JI0B K hapMaKoTepanuu.

Hawub6osee pacupocrpaneHHas ¢popMma
UBP3 — PA ¢ XpOHUYEeCKUM CUCTEMHBIM
U JIOKaJIbHBIM BocnajeHueM. OHO IPUBO-
JUT K IIporpeccupyiomeil JecTpyKLIUU
CyCTaBOB, IOPaYKEHUI0 BHYTPEeHHUX Opra-
HOB Y Pa3BUTHI0 KOMOPOW/HOM IATOJIO-
THU: aTepOCKIepPOTUYeCKOMY IIOPAKeHUIO
cocyznoB (AIIC), ocTreonopo3sy, UHTePCTU-
IIUATbHOMY 3a00JI€BaHUIO JIETKUX U [P.
Bce sTO Hepegko ompefesndeT IIPOTHO3
3aboseBaHUA.

Otuornoruda PA Hen3BecTHa, a TaToreHe3
XPOHU3AIUY BOCIIAJIEHUA 3aBUCUT OT CJIOK-
HOTO B3aMMOJEWCTBUA BHEIIHeCPeJOBBbIX
U reHeTUYeCKUX (PaKTOPOB, BeAyITHX K IJIO-
OATPHON [JUCPETyIAINU MeXaHU3MOB
BPOKIEHHOTO U IIPUOOPETEHHOTO UMMYHU-
TeTa, KOTOPas pa3BUBAeTCA 33 ,0JIT0 A0 K-
HUYeCKoU MaHMbecTanuy 601e3HM.

YMNMPABA HA LIUTOKWHbI
Ocob6oe mecto B criekrpe ['MIBI1 15 JreqeHMs
PA u mpyrux VIBP3 (B mepByio ouepenb AC
u [IcA) 3aHMMAIOT MHTHOUTOPHI (aKTopa
Hekposa omnyxonu aitbda (PHO-a). Vx ad-
(heKTUBHOCTE 0GBSCHAETCH YHUBEPCATLHOMN
POJIBIO 3TOTO IUTOKMHA B UMMyHOIIaTOreHe-
3e VIBP3 u cBA3aHa C mojaBjieHueM aKTHBa-
LMY IMMYHHbBIX KJI€TOK, CUHTe3a IIPOBOCIIa-
JINTeJIbHBIX MeJUaTOPOB, MaTPUKCHBIX
MeTaJUIONIPOTeNHAa3, aHTHoreHe3a 1 TuMpo-
aHTHOreHe3a, OCTeOKIACT-0II0CpeJOBaHHOM
KOCTHOM pe30pOLyH U Jp.

Cpeay LWTOKWHOB, YYaCTBYIOIIUX
B natoreHese VIBP3, BakHy10 pOoib UTpaeT
uHTepIeNKuH-6 (WWI-6). OH QyHKIIMOHUDY-
eT KaK ayTOKPUHHBIM, IapaKpUHHBIN
Y TOPMOHOIIOZOOHBIN PEryisTop pPasHo-
00pa3HbIX HOPMAJIBHBIX W IIaTOJIOTHYe-
CKAX MMMYHOBOCIAJIUTENBHBIX IIPOLEC-
coB. Cpefil HUX — PeryJAlua ocTpodaso-
BOTO OTBeTa, BPOXK/IEHHOIO U IPHOOpeTeH-
HOTO UMMYHUTETA, TeMOII033a, HEOAHTHO-

PesmatougHbii apTpuT (PA)
CnoHgunoaptputsl (CnA)
CuctemHas kpacHas BonyaHka (CKB)
CuctemHas cknepogepmus (CCL)

CuctemHble Backynutbl (CB), cBA3aHHbIE C CUHTE30M aHTUHEWN-

TPOUNBHLIX UuTonnaamarTndeckux aHturen (AHLLA)

CuHgpowm/6onesHb LLerpena (CLL)

* lpononaTtnyeckne BocnanutenbHble muonatum (VIBM) u gp.

reHe3a, peMOJeINPOBAaHUA KOCTHOU TKa-
HY, HelIpO3HIOKPUHHOM CUCTEMBI U IP.

IIneftoTpoIHbIe, TO €CTh MHOXKeCTBeH-
Hble, Ouosiorumdeckue b dexrtsr NJI-6 omo-
CPenyTCAd YHUKAJIbHON CUTHAIBHOU CH-
cTeMoli, BKItouatoeit IJI-6-petierrtopsl (P)
U Tak Ha3blBaeMble HHCXOJAIIYeE (OT aHIJL.
downstream) cUrHajJbHbBIe MOJIEKYJIBI —
JAK-STAT (Janus kinases-Signal transducer
and activator of transcription proteins —
CUTHAIBHBIM TPaHCAYKTOP AHYC-KMHa3
U aKTUBAaTOpD OEJIKOBOM TPAaHCKPHUIILIVIH),
perylnupyoiye dKCIPecCuio TeHOB IIUTO-
KHMHOB IIMPOKOT0 CIeKTpa.

BHezipeHUe B KJIMHUYECKYIO IPAKTUKY
MOHOKJIOHQIBHBIX aHTUTeN (MAT) JI-6-P —
BaXXHBIN 3Tall HA IIyTH COBEPIIEHCTBOBA-
HuA Tepanuu PA u apyrux VBP3. Ceronaa
UX HasbIBaIOT WJI-6-3aBUCHMBIMU OOJIe3HA-
MH. DTO PA ¥ cucTeMHBII BapuaHT IOBe-
HUJIBHOTO HJWONATUIeCKOro apTpUTa
(FOUA), cucTeMHBIe BaCKYJIUTHI C IIPEUMY-
IIeCTBeHHBIM ITOpaKeHNeM KPYITHBIX apTe-
puli: TUTAaHTOKJIETOUHbIN apTepuut (I'KA)
¥ apTepunT Takasacy.

NEPCNEKTUBHASA MULLEHb
IMnepnposyKIInuA «<I1aTOT€HHBIX» AyTOAHTU-
Tes1 — HauboJIee XapaKTepHOe MIPOsiBlIeHre
UBP3. OHU MOTyT UHAYITUPOBATH UMMYHO-
KOMIUIEKCHOe BOCIIajIeHue, BhI3bIBATh pas-
pylIeHe KIeTOK-MUIIEeHel I MOLYJIUPO-
BaThb CUTHAIbHBIE IIyTH, DPeryJHpylolye
(PYHKIMOHAIBHYI0 aKTUBHOCTh KJIETOK.
VIMeHHO 1I09TOMY B-KJIeTKM paccMaTpuBa-
I0TCA ceilyac Kak IlepClieKTUBHAasA MUIIeHb
¢apmaxkoreparuu BP3.

Pa3paboTaHEbI Ipenaparsl, clrernudrde-
CKU UHTUOUpYoNTye (PyHKIINIO, BBI3BIBAIO-
Iye HCTOLIeHHe — JAeIUIelyui0 (OT aHIJL.
depletion) wiu Mogynupyomye QpyHKIOo-

HAJIbHYIO aKTUBHOCTh B-KJIeTOK U IUIa3Ma-
TUYeCKUX KIeTOK. 910 MAT K CD 20 (pUTYK-
cumab — PTM) u aHTHTeENA, GIOKUpYIONTe
AKTUBHOCTb IUTOKUHOB, KOTOPBIE PeryJu-
PYIOT BbDKMBaHHMe U (QYyHKIMIO B-KieTok
(BAFF/APRILL — B-cell activating factor/a
proliferation inducing ligand),— Gemumy-
mab (BJIM).

BoJIBIMIMHCTBO HCC/IeJOBAaHUM, Kaca-
omuxca 3¢ dekTUBHOCTH U Ge3o0macHo-
CTH aHTHU-B-KJleTOYHOM Tepamuu Ipu
VBP3, cBA3aHbl ¢ udydyenueMm PTM — xu-
MEpHBIX MOHOKJIOHAJIbHBIX aHTHUTeI
K CD 20 6enky B-kimetox. OHM HCIIOJIB3Y-
10TCca 1A ygedeHus PA, AHIIA-CB, Byib-
rapHOU Iy3bIPYATKHU U 110 He3aperucTpu-
poBaHHBIM IToKazaHuAM (off label) — ga
Tepalluy IMUPOKOTO0 Kpyra ayTOMMMYH-
Heix KMBP3, Bximiouaa CKB, CC], CIII,
VIBM, KpUOIIOOyJIMHEMUYECKUN BaCKy-
JuT u Ap. Vcions3oBanue MAT, GJIOKHDY-
romux BAFF (6ernmyma6), paccMaTpusa-
eTcd KakK IlepCleKTUBHOe HalpaBjieHUue
sneyenus CKB.

OT AMUNTIONOO3A

[0 ATEPOCKIJIEPO3A

B KOHTeKCTe B3aMOCBA3U MEXY ayTOUM-
MYHUTETOM U ayTOBOCHAJIEHWEM OCOOBIH
HHTepecC IpeACcTaByAeT U3ydeHue marore-
HeTU4YeCcKoro 3HaueHus WI-1f — 1wreit-
OTPOITHOTO IIPOBOCHAIUTEIBHOTO IUTOKU-
Ha, KOTOPBIA MHAYIMPYyeT CUHTe3 JPYIuX
TPOBOCIAINTENbHBIX TUTOKUHOB (PHO-q,
WN/I-6 1 Ap.), XeMOKMHOB, HU3KOMOJIEKY-
JIAPHBIX MeIMAaTOPOB BOCIIAJIIEHUS, CTUMY-
JIMpyeT I'PAaHyJI0II033, y4aCTBYeT B PeryJi-
muu Th1l m Th17 TUIIOB MMMyHHOTO
OTBeTa, 00JIaJlaeT TeCTPYKTUBHBIMU U Ka-
TabonuecKuMu 3G heKTaMu, UHAYIUPYeT
JIMXOP3AJKy, a TaK)Xe Pa3BUTHE BOCIIAIU-
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MEOVUMHA XXI BEKA

TeJIbHON M HeHPOIATUIeCKOH 60K, aHO-
peKcuu, fenpeccuu u T.A.

Bbuonorudecku aktuBHadA dopma NI-1B
00pasyeTcs U3 KPYIIHOTO OMOJIOTHMYeCKU
HeaKTHMBHOIO IIpeJllecTBeHHUKa (Ipo-
WJI-1B). Ero paciierieHue B MOHOLIMITax
U Makpodarax CBA3aHO C aKTUBalllell UH-
(rammacomer NLRP3, perynupymomeit KOH-
Bepcuio (pepMeHTa IIpo-Kacmasbl-1 B Kacra-
3y-1 (WJI-1-koHBepTUpyIOIIUIl (depMeHT).
A Ta, B CBOIO 09epe/ib, MHAYIMPyeT 06paso-
BaHme IMJI-1B (a TakXe Apyroro mpoBocma-
JINTeJIbHOTO IuToKuHa — WJI-18).

MyTanua TreHOB UHQPIAMMAaCOMBI
NLRP3 jIeXXuT B OCHOBe GOJIBIIION I'PYIIITBI
MOHOTEeHHBIX ayTOBOCIIATUTENbHBIX 3260-
JleBaHUU. Pa3BUBasACh B paHHEM BO3pacTe,
OHU BeJlyT K PeIUJUBUPYIONIUM aTakaM
CHUCTEMHOI'O BOCHAJIeHUs C IOopakeHUeM
CyCTaBOB, KOXU, TUIepPIpOAyKIHeln
«0CTPo(a30BBIX» OETIKOB B CHIBOPOTKE KPO-
BU, pa3BUTHEM aMIWIOWJ03a.

Bonbmioii uHTEpec BBI3BIBAaeT pPOJIb
WJI-1B B maroreHese cucrteMHoro KOVIA, 6o-
Je3Hn CTWUIA B3POUIBIX, IIOAArPUYECKOrO
apTpyTa U MHOTYX JIPYTHIX IIaTOJIOTHTYeCKIX
TIPOLIeCCOB, KOTOPbIe PAcCCMATPUBAIOTCA KaK
CIIOpaiyecKye (IoJIMreHHbIe) ayTOBOCTIAIN-
TeJIbHbIe 3a00JIeBaHIIA.

Kpucrawisl MmoHOypaTa HaTpusa (MYH)
IIpU ITOJATPUIECKOM apTpUTe U XOJIeCcTepu-
Ha— IIpY aTepOCKIIEPO3e COCYOB CTAHOBAT-
¢ MOILIHBIMU UHAYKTOpamu cuHTe3a NJI-13
3a cyeT aKkTUBauy uHgIammacombl NLRP3.
CeropHsA pa3paboOTaHO HECKOJIBKO BapHaH-
TOB MHru6uropa WiI-1B, B ToM uucie MAT

K WI-1p — kaHakuHyma6. [Iperapar 3aperu-
CTPUPOBAH [UIA JIe4deHUs KPUOIHUPUH-
aCCOIIMMPOBAHHBIX ITepUOAUYECKUX CUH-
JPOMOB, CeMeIHOHN Cpern3eMHOMOPCKOM
JUX0panKy, OGojesHu CTWLIA B3POCTIbBIX,
cucremHoro IOVA, mogarpuyecKkoro apTpu-
Ta. MaTepuaspl PaHIOMH3UPOBAHHOTO
IUIa1e60-KOHTPOJIPYEMOT0 MCCIIE/IOBAHIA
CANTOS (Canakinumab anti-inflammatory
thrombosis otcomes study) mpogeMoHCTpU-
poBau 3¢ (HeKTUBHOCTh KAHAKWHYMaba I
BTOPUYHOM NPODIIAKTUKU KapAUOBACKY-
JIAPHBIX OCIOKHEHUH B OOIIEH OIS
OOJBHBIX C TKEIBIM aTepPOCKIepPOTHYe-
CKUM IOpa)KeHHeM COCYZOB.

OCTAHOBUTb 3KCNAHCUIO
IMaTonorrdecKas aKTUBAIWA M SKCIAHCHA
Th17-K1eTOoK (OCHOBHOTO MCTOYHUKA CEMeU-
CTBa IIPOBOCHATIUTENBHBIX LIWUTOKUHOB
WI-17A—WJI-17F) urpaetr BeAyllylo poJb
B passutuu PA u MmHOrHX Apyrux MIBP3. Dto
TIOCJIY?KIJIO CTUMYJIOM K pa3pabotke I'MBII,
OJIOKMPYIOIIMX IIaTOJIOTHYecKoe JIefiCTBIe
WJI-17 u npouux HUTOKUHOB (VJI-23, NJI-22
W JIp.), CBA3aHHBIX C aKTUBanuen Th17-kie-
TOK. KinuHu4Yeckue umccaeoBaHUA CBUJe-
TEJILCTBYIOT O BBIPDRKEHHOM ITOJIOXKUTEN b
HOM 3¢ deKTe 3TUX IpenaparoB npu IIcA,
AC u ricopuase.

cTon, CUrHAn!

Hogoe Hampasnenuie seyenvs VIBP3 cea3zaHo
C Pa3pabOTKOM HU3KOMOJIEKYJIAPHBIX XVIMU-
YeCKY CUHTe3UPOBaHHBIX ITperapaToB, MHIU-
OUPYIONIX BHYTPUKIETOYHbIE CUTHAIHHbBIE

A dupasup:

MKaTMOGaHT

NEYEHUE NMPUCTYINOB
HACNEACTBEHHOIO

AHTMOHEBPOTUYECKOIO OTEKA

loToB K npnumeHeHno

Mo>XeT NpUMeHATbCA Yy AeTell € 2-1eTHero Bo3pacra

BBoanTtCca NnoagKOXKHO, CAMOCTOATENbHO

XpaHUTCA Npy KOMHATHOW TemnepaType

Oupazup’

NHdonammacoma (ot aHmn. inflammation — «BocnaneHune») —
9TO MHOrO6€ENKOBbIN ONIMTOMEPHbIN KOMIMSEKC,
oTBeYalLni 3a aKkTUBaLUMIO BoCcNannTesibHOro oTeeTa.

nyru JAK-STAT. HanmomuumMm, uyto JAK-STAT
OIIOCpelyeT CUTHAJIH3AIIO Oostee 50 ITIATOKU-
HOB, uHTepdeponoB (I®PH) u paxkTopoB po-
CTa: BCe 5TO BaKHeUIITIe PeryIaTOpbl IMMY-
HUTeTa U reMonoa3a. VHruburopbl JAK
(ToparTVHIG, GaPUIUTUHIG 1 yIIaJalATHO)
MIPOJIEMOHCTPUPOBAIU BBICOKYIO 3G (eKTUB-
HocTb 1pu PA, a Todarrrran6 — mpu T1cA.

Hapsazy ¢ ayToBoCTiaUTeIbHBIMU 3260~
JIeBaHUAMU, CBA3AHHBIMMY C TUIIePIIPOAYKIIH-
et VJI-13, BBIIEJLIOT elre O{VH ITOATHUII STON
naroyoruy — uHTepdepoHonaTun Tumna L
Varepdepons! Tuma I (M®Ho u IPHP) otHO-
CATCA K MPOBOCHAINTEIBHBIM IUTOKUHAM
C IIPOTUBOBUPYCHOM aKTUBHOCTHIO I MHOTO-
o6pasyeM reMaToJIOTMYeCKUX ¥ IMMYHHBIX
2((deKTOoB, UTPAIOIIMX BAKHYIO POJIb B ITATO-
re"ese VIBP3. IIpu atom curHanmmsanya MOH
ornocpenyetca JAK1/TYK2.

BoLsicHUIOCH, 9TO MHrHOUTOPHL JAK
y GOJIbHBIX MOHOT€HHBIMU HHTep(hepOHO-
natuAMU Tumna I sgpdeKTUBHEI IPU TAKUX
3a00/IeBaHUAX, KaK ceMeiHasd O3HOOJIeH-
Hasd BOMYAHKA C TeTepO3UTOTHOM MyTanyen
6enka STING (Stimulator of interferon
genes — CTUMYJATOp reHoB MI®H), a Taxxke
CIeAYIOIMY CUHIPOMAaMU:
e Aitkapau Iyteepec (Aicardi Goutieres);
e CANDLE (Chronic atypical neutrophilic
dermatosis with lipodystrophy and elevated

temperature — XpOHNYeCKUI aTUITYHBIN
HeUTPOQWIBHBIN AepMaTo3 C JIUIOLUCTPO-
(pueil u mogbeMaMu TeMIIepaTyphl);

e SAVI (stimulator of IFN genes-associated
[STING associated] vasculopathy — cTumMysa-
TOp reHoB VI®H, acconmpoBaHHBIX C BaCKy-
JionaTuen).

HecoMHeHHBIN UHTepeC IIpeCcTaBIA-
eT u3ydeHUe [IaTOTeHeTU4YeCKOro 3Haue-
HyuA V®H Ttuna I B pasBUTUM KJIaccAde-
CKUX ayTouMMyHHBIX MBP3. Hekotopsle
U3 HUX IIpeJBapUTEIbHO KIaCCUPUITUDPY-
I0TCA KaK cllopaguyeckre uHTepdepoHo-
natuu tuna I. Dto CKB, JIM, cucTreMHbIe
BAaCKYJIUTBI (BKJIIOYAA TUTAaHTOKJIETOUHBIN
aprepuwur), CIII, CCII, UBM. Bce aTu 3a60-
JIeBaHUA TaKyKe MOTYT pacCMaTpUBATHCA
KaK IIepCIeKTUBHbIe TepaleBTUYeCKHe
MUIIeHU i GapMaKoTeparnuy UWHIUOU-
Topamu JAK.

PacnmidpoBKa MexaHU3MOB I1aToreHe3a
VIBP3 co3paia mpearnoCchbUIKY IS pa3paboT-
KU U COBepIIeHCTBOBAHUA NepCOHUDUIIN-
POBAHHOI Teparuu (Ta0JI. 1), YTO B ITEPCIIEK-
TUBe JO/DKHO IIPUBECTU K KapAUHAILHOMY
WIyYIIeHVIO IIPOrHO3a IIPY 3TUX 3a601eBa-
HUAX Y PaclIMPUTH IIPeACTaBIeHus 00 UX
TaToreHeTHUYeCKNX MexXaHN3Max.

IIpodonscenue na cmp. 12 |»
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Kas rpynna: 6p:
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1: HVIHOBBIX B2-peLienTopoB cenekTvBHbIi aHTaroHUCT. @
0 MMeIoLLWN B coCTaBe 5 HENPOTENHOreHHbIX aMUHOKNC/IOT. MoBbiweHne KOHUEHTpauun 6paIJlVIKVIHVIHa ABNAETCA KNIOYEBbIM MEANATOPOM pa3Bit
Mpenapat Gnpa3snp® nokasaH AnA CUMNTOMATUYECKOTO IEYEHNA OCTPbIX NPUCTYMNOB HACNEACTBEHHOTO

n4eckue cBoiicTBa: O

VikaTbaHT

aHIMOHEeBPOTUYECKOTO oTeka (06yCoBNeHHOro AeduumnTom NHrnbutopa C -3CTepasbl) y B3pOC/bIX, NOAPOCTKOB 1 ieTeil B Bo3pacTe 2 fieT v cTaplue. MpoTusonokasanus: MoBbllweHHan YyBCTBUTENbHOCTL K KOMMOHEHTaM nperapara (akTUBHOMY BelecTBy 1 BCNoMoraTeslbHbIM BellecTsam). OfHOBPeMeHHbIN Nprem NHrMBUTOPOB aHrMoTeH-
31H-NpeBpallakoLero epmeHTa. [IeTCKuii BO3PACT A0 2 NeT Uy Macca Tena nayueHTa MeHee 12 Kr (3¢ peKTnBHOCTb 1 6€30MacHOCTb NPUMEHEHNA He YCTaHOBEHbI).C 0CTOPOMKHOCTLIO: Y NaLMEHTOB: NPV 06OCTPEHUN NILIEMNYECKOV 60NE3HM CepALia 1N HeCTaBUNbHOV CTEHOKapPAUY; B NepBble HeeNM Nocne MHCYNbTa (cM. «<Ocobble yKasaHua).
n np TMNB rpyAHoro bep 0cmeb. KNHUYECK1e lalHble O NPYMeHeHNN nKkaTibaHTa B Nepnoy; 6epemMeHHOCTI OTCYTCTBYIOT. [laHHble AOK/MHUYECKIX UCCNEe0BaHWIA YKa3biBaloT Ha HeONaronpuUATHOE BAHME NpenapaTa Ha NPOLIeCC MMNaHTaLMK NOAHOTO Alllia U Ha pofiopaspe-
LUeHVe, HO NOTEHLMaNbHbINA PUCK 1A YenoBeka He onpeaeneH. Mpenapat Grpasnp® MOXeT NPUMEHATLCA NPY GePeMEHHOCTM TONBbKO MOCsIe TiaTeNbHOM OLeHKI COOTHOLLEHNA MOob3a/PUCK ANA MaTepy 1 NoAa, HanpyMep, N1A NEUEHA yrpoxaloLero *u3Hu npuctyna HAO, CONpPoBOXAAIOLLErocs OTEKOM ropTaHu. [pyoHOe 8CKapM/IuBaHuUe.
HeussecTHO, NPOHIKaeT N UKaTMbaHT B rpyaHOE MOJIOKO YerioBeka, O3TOMY Mocie NprMeHeHna npenapata Oupasvp® y KopMALLel NaLneHTK1 CefyeT UCKIoUNTL KOPMIIeHIe TPyAibo Ha nocneaylolme 12 Yacos. OepmusibHoCme. He 0TMEUEHO KNMHNYECKM 3HAUMMbIX M3MEHEHUIT 6a3aslbHOM 1 TOPMOH-CTUMYNIMPOBAHHON KOHLIEHTpaLmn
OOBbIX FOPMOHOB KaK Y XKeHILLMH, TaK 1 y My .Cnoco6 n posbi: Mpenapat Gupasnp® NpefHasHayeH A1A NOAKOXHOIO BBEIEHIA, MPeANOUTUTENbHO — B 06N1acTb NepeaHel GpIoWHOI cTeHKM. MprMeHeHVe NpenapaTta NPOBOAAT MO/ KOHTPONEM KBaNNdULIMPOBAHHOTO MEAINLIMHCKOTO COTPYAIHMKA. PellieHre 0 BO3MOXHOCTI
CaMOCTOATENbHOrO BBEAEHMA NpenapaTta ®I/Ipa3VIp® NaUMEHTOM NN NNLIOM, OCyLLleCTBI'IRIOLLWIM yX0p 3a HUM, NPUHUMAET Bpad, VIMeIOLL[VIIZ OnNbIT ANArHOCTUKK U NeYeHna HAO. naLlI/leHTbI C KNNHMYECKUMN NPOABNEHUNAMMN OTEKA rOPTaHU AO/MIKHbI 6bITb IKCTPEHHO roCNUTann3npoBaHbl, UM CrieayeT HaxoanTbCA NoA Ha6]1|0[:[eHI/IeM Bpaya ao nost
Horo Kynuposanua npuctyna HAO. Wnpuu, cogepxatumin npenapat Oupasunp®, npefHasHayeH ToNbKo ANA OAHOKPATHOrO npumeHeHua. Moa6op fo3bl: B3pocsble. PekomeHayeman A03a AnA B3POC/bIX - OHOKPaTHasA NOAKOXKHaA MHbeKLmA 30 Mr npenapata Gupasvp®. B 60nbIMHCTBE ClyyaeB OAHOKPATHOro BBeAeHA npenapata Oupasnp®
JI0CTaTOuHO AnA KynupoBaHua cumntomos HAO. B ciyuae HeocTaTouHOi 3G deKTMBHOCTM nin peunavea npuctyna HAO, MoxHo BeecTn npenapat Ourpa3up® NOBTOPHO Yepes 6 Yacos. ECnv nocne NoBTOpHOro BBeAEHNA Npenapata cumnTombl HAO coxpaHsioTca unu npuctyn HAO peLuaviBupyet, TpeTba MHbeKLMA NpenapaTa MOXeT 6biTb
BbINOJIHEHa elije Yepe3 6 Yacos. He pekomeHayeTcA NpeBbillaTh MakcyMabHYIo CyTOUHYI0 103y Npenapata — 90 Mr (3 nHbekLun Npenapara). MeanaTpudeckas nonynauns. Pekomerayemas aosa npenapata Oupasvp®, paccumTaHHas C y4eTom Macchl Tefla pebeHka 1 NoapoCTKa (B Bo3pacTe 2 rofja — 17 neT), ykasaHa 8 Tabnuue 1. Ecnn octatotca
COMHEHWA B OTHOLLIEHNM U3BNeKaeMoro obbema npenapata, HyXHO 06paTUTLCA K Bpayy. Pexim 031MpoBaHIA ANna neauaTpudeckoi nonynauun. Macca tena/Aosa (06bem nHbekumu): 12 Kr-25 Kr/ 10 mr (1,0 mn); 26Kr-40kr / 15 mr (1,5mn); 41kr -50 Kr / 20 mr (2,0 mn); 51 Kr - 65 Kr / 25 mr (2,5 mn); >65 kr/30 mr (3,0 mn) - B pamkax K/ npumeranu
He Gonee 1 nHbekuu npenapata Gupasnp® ana neyeHns npuctyna HAO. Moxunbie: [laHHble 0 NpUMeHeHny Npenapata Oyupasup® B rpynne NaLMEeHTOB cTaplue 65 €T OrpaHyeHbl. YCTaHOBIEHO, UTO Y MOXWbIX NaLMEHTOB CUCTEMHAA SKCMO3NLMA NKaTNOaHTa NOBbILLEHa, Of|HAKO KNMHMYECKan 3HaUNMOCTb JAHHOTO HaBIAEHA B OTHOLIEHNN
6e3onacHocTy Npenapata Gupasnp® He onpef . Cnocob npi : Bspocsble. NpenapaT Grpasnp® MOXeT 6biTb BBEEH CAaMOCTOATENbHO NaLMEHTOM U ILIOM, OCYLLIECTBAIAIOLIAM YXOA 3@ HUM, TONIbKO NOC/E 06YUEHUA TEXHIKE BbINOSIHEHNA NOAKOXKHbIX MHBEKLIIA MO KOHTPOMEM MeAVNLIMHCKOrO COTpYAHMKa. Jemu u nodpocmku 8
so3pacme 2-17 nem. MpenapaT Gnpasnp® MOXKET ObiTb BBEZIEH NIMLIOM, OCYLLECTBAAIOLMM YXOf 3a NaLIMEHTOM, TONIbKO NOC/e 00yYeHMUA TeXHKe BbIMONHEHNA MOAKOXKHbIX UHbEKLIMIA MOA KOHTPONEM MeMLIMHCKOro coTpyaHUKa.Mo6ouHoe pelictaue HIP, ¢ o PbIX 6bin1 Ha dpoHe uKa oueHb
yacTo (=1/10): peakuu B MeCTe BBeAeHA (B MeCTe BBEIeHNA KPOBOMOATEKY, FeMaToMa, OLLLLEHUE XXKEeHWA, TOKPACHEHIE KOXKM, CHIXKEHUE 1 OTCYTCTBIE UyBCTBUTENIbHOCTU KOXM, PasfpakeHe KOX, NPUyXnocTb, é’onb, oluylieHe pacnmpaHis, 3y, OTeK, KpanuBHULA U OLLyLIeHNe Tenna); uacto (21/100-<1/10): FONOBOKPYXKEHIe, roNoBHasA
6011b, TOWHOTA, Chirb, MOKPACHEHME, 3/, NOBbILIEHUE TeMnepaTypbl TeNa (MMPeKCs), NOBbILLEHNE aKTUBHOCTM «eUYEHOUHbIX» TPaHCaMIHA3; YacTOTa HEM3BECTHa (He MOXET ObiTb YCTaHOB/IEHa MO MEIOLMMCA JaHHbIM): O6LUME PacCTPOCTBA U HapyLIeHVA B MecTe BBeAeHNA. [eanaTpuieckas nonynauma. Y 60nbLINHCTBA ieTel U NOAPOCTKOB,
KOTOPbIX JIEUNIN C MOMOLLBIO MOAKOXKHbIX MHBEKLIMIA NKATUOAHTa, BbII OTMEUEHbI HEXenaTeNbHble peakLmu B MecTe BBEEHIA NPenapara, Takue Kak MoKpacHeHe 1 OTEK KOXW, 3y, 60Mb 1 oLuylleHmre xxkeHuns; 3T HITP Obinu OT fIerkon 4o CpefHeit CTeneHu TAXecTr 1 Gbinun cxoxumi ¢ HITP, 3aperncTpupoBaHHbiMm y B3pocribix. MlepeueHb
BCeX N060ouHbIX 3¢ PeKTOB NpeACTaBeH B UHCTPYKLMW N0 MNepeno3svpoBka. He oTmeueHo cnyyaes nepefo3nposku npenapara Gupasnp®. BsaumopaeicTtaue ¢ Apyrimm nekapcTeeHHbIMu cpeactsamit GapmakoKMHeTYeckue B3aumopeicTemna npenapata Gupasup® c usopepmertamu (CYP) untoxpoma P450
He npeanonaraoTca. B cBA3mn ¢ NosbileHneM GpaaviKiHIHa B iasme Kposu y nalyenTtos ¢ HAO, COBMeCTHOe nprmMeHeHme npenapata Oupasup® v nHrubutopos AN npotusonokasaHo. Ocobble yKasaHua Mpenapar cneayet NPUMeHATb C OCTOPOKHOCTBIO MPU CAMOCTOATENIbHOM BBEZIEHWN B aMOYNaTOPHBIX YCloBUAX. MaLineHTam, KoTopble
npexze He nosyyany npenapat Grpasup® nepeoe BBeAEHME CieyeT NPOBOAUTL B MEANLIMHCKOM YUPEXAEHNN UV MO PYKOBOACTBOM Bpaya. B cnyyae HeocTaTouHOro S deKTa npenapara win peLmaree NpucTyna nocne BBeAEHNA Npenapara nauyeHToM Ui INLIOM, OCYLLECTBAAIOLLMM YXOf 3@ HUM, PEKOMEH/YeTCA 06paTUTbCs K Bpady. [pu
HeahPEKTUBHOCTM NEPBOV NHBEKLINN 417 NIEYEHNsA NPUCTYNa NOBTOPHbIE BBEAEHA Npenapata B3poC/biM naLmeHTam A0KHbI NPOBOANTLCA B MEAULIMHCKOM YUpPeAeHH. [JaHHBIX O NOBTOPHOM BBEZIEHNN Npenapata npu HeSGGEKTUBHOCTM NEPBOV MHBEKLIMM 1A le4eHNA NPUCTYNa Y IETEN U NOAPOCTKOB HeT. O6A3aTesbHa rocnuntani3auma
NaLyeHToB C CMNTOMAMM OTEKa ropTaHu, B TOM YnCie B Clyuanx, KOTAa MPUCTYN KynupoBanca Nocsie CaMoCTOATENbHOTO BBEEHIA NpernapaTta B aMOynaTopHbIX yC/I0BUAX. BAMAHME Ha CNOCOGHOCTb yNpaBieHNA TPaHCMOPTHBIMM CPeACTBAMM, MeXxaHu3mamu. Dupasnp® o6nafaeT He3HauUTE bHBIM BAVAHUEM Ha CMIOCOBHOCTL K ynpase-
HUIO TPAHCMOPTHBIMW CPEACTBAMI 1 MeXaHW3Mamu. NaLmeHTam B Neprof NeUEHA CieyeT BO3iepKaTbCa OT BOXAEHA aBTOTPAHCMOPTa 1 yNpaBieHUA MexaH3Mami, €C/IM OHW UyBCTBYIOT YCTaoCTb 11 FOSIOBOKPYKeHMe. YenoBua oTnycka: OTrycKaioT Mo peLenty.

OpraHusauus, y PEerncTpaynoHHOro y0CTOBEPEHNA IeKapCTBEHHOrO Npenaparta AnA MeAuLMHCKOro NpYMeHeHNA Ha NPUHATIE NPeTeH3MI OT NoTpe6uTens:

000 «LLIal?leE Buotex Pyc», Poccuiickas Oepepauns, 119021, . Mocksa, yn. Tumypa OpyHse, A. 11, cTp. 1, 3Tax 6, nom. |, kom. 6; 8; 12. Ten.: +7 (495) 787-04-77. Dakc: +7 (495) 787-04-78
no

Monuasa ung p Ty npeac B MHCTPYKLUM No KoMy np penapara (<MMI»).
HacTtoAuwas cokpaujeHHasa MHCTPYKUWA No («CUM») npeac WCKNIOUNTENbHO B MHOPMALIMOHHBIX LeNAX
¥ He MOXKET CTYXKUTb B KauecTBe UC TBa npun nnp penapara.

P o py
CWM (V.4) ot 03.04.2019 Ha ocHoBaHum MMM ot 11.03.2019
HAO - HacneacTBeHHbI aHMMOHEBPOTUYECKNI OTeK
VIHCTPYKUMA NO MeAMLMHCKOMY NpumeHeHuio npenapata OMPA3VPR ot 10.01.2018, JICP-008206/09 ot 16.10.2009, http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=4094bd77-32a0-4eb6-bb9d-1e828c4011278t=b869d75e-9b75-4a38-b87b-7261de60bbe3.

000 «lUaiep buotex Pyc» - yacTb 6rodpapmaLieBTyeCcKoit KomnaHum «Takega» 119021, r. Mocksa, yn. Tumypa ®pyHse, A. 11, cTp. 1, 3Tax 6, nom. |, komu. 6; 8; 12,
Ten.: +7 (495) 787-04-77, www.takeda.com C-APROM/RU//0396
Matepuan npesjHasHaueH TONbKO ANA MEAULIMHCKUX PabOTHNKOB

Takeda

Peknama
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PAHHAA ANATHOCTVIKA

Hantn n noMoYb: HeoHaTallbHbIV
CKPUHWHI NEPBUYHONO0 UMMYHoOeMuLMTa

lNepBu4HbIe nmMmyHozenymnTHbIe cocTosiHus (MNLOC) — aTo rpynna TXXesbIX reHETUYECKU
LAEeTePMUHUPOBAaHHbIX 3a60s1eBaHN, BbI3BAHHbLIX HEOOPAaTUMbIM HapyLUEHUEM TOro nim
MHoro 3sBeHa uMmmyHuteta. B ocHoBe NNLC nexar 6onee 250 reHeTu4eckux 4eheKTOoB.
Tsxernbie hopMbl BEQYT K NleTaslbHbIM UCXodam B repBble [Ba roga Xu3Hu, a 6osiee fierkme
BbI3bIBAKOT HEOOPATUMbIE UBMEHEHUS B OPraHn3me, 3Ha4YNTESIbHO CHKAIOLNE Ka4eCTBO

AHppen
MNeTpoBuny
MPOAOEYC

J.M.H, npogheccop, pykogodumerns yHusepcumemckou
KAuHUKu PHUMY um. H.U. Mupozoea, 2nasHeili neduamp
ArKB N° 9 um. I'H. CnepaHckozo

OCOBEHHOCTU KJITACCUPUKALINN
Knaccudukarya MexIyHapogHOro coro3a
VIMMYHOJIOTHMeCKUX 001ecTB (International
Union of Immunologic Societies — IUIS)
ot 2015 rofa BKIIOYAeT 9 OCHOBHBIX I'PYIIII
[MNAC, MHOTMe M3 HUX IIOAPA3AeIAI0TCA
Ha IOATPYIIIbL:

1. JedeKThbI KJIETOYHOIO U TYMODPAJIb-
HOTO 3B€Ha, B TOM YHCJIe BAPUAHTHI TsKe-
JION KOMOMHUPOBAaHHOM NMMYHHOM HeJo-
cratouHoctu (TKMH) 1 MeHee TsKesble
KOMOWHUPOBaHHBIE e(PeKThI.

2. Kombunuposanusie [TUJC, accony-
VPOBaHHbIE C CUHAPOMAIbHBIMU IIPOSBIIE-
HUAMM (nedekTol peraparuu JHK u gp.).

3.IIpeuMyIIecCTBEHHO T'yMOpaJbHbIe
JlebeKThI C OTCYyTCTBUEM, CHIKeHHEeM I
HOPMaJIbHBIM YUCIOM B-tum@onuTos.

4. MTUJIC ¢ *MMYHHOU AMCPeryJIanei
(HacmencTBeHHBIe TeMo(daronuTapHbIe
U ayTOMMMYyHHBIe JuM@ornponudepaTus-
Hble CUH/IPOMBI, JleeKThI T-pery/IITOpHBIX
KJIeTOK, UMMYHHAs AUCPETYJIALINA C IIopa-
>KeHHeM KUIIeYHUKa, HHTeppepOHOIaTuu
1-ro Tumna).

5.KonmuyecTBeHHbIEe U KadeCTBEHHbIE
nedeKTbl (ParonuToB (UX ITOJBWXKHOCTH,
pecIupaTopHOro B3PbIBAa, BPOXKJeHHbIE
HEUTPOIIeHUHN).

6. lepeKThbI BPOXKIEHHOTO UMMYyHUTETa
(IyBCTBUTEJILHOCTh K BUPYCHBIM HH(peKIH-
sIM, IHBa3UBHBIM MUKO3aM, MeH/Ie/IeBCKasA —
K MUKOOAKTePUSAM, STUAEPMOIUTA3UA U JID.).

7. AyTOBOCTIAIUTETbHBIE 3a00IeBaHU.

8. lepeKThI CCTEMBI KOMIUIEMEHTA.

9. ®enoxkornuu [TN/IC, BbI3BaHHbIE COMa-
TUYeCKUMY MyTalsAMU.

NPOMEANNEHUE CMEPTU NOAOBHO
Tmkenas KOMOWHUPOBaHHAasg WMMYyHHas
HEOCTaTOYHOCTh — PeKasA Pa3sHOBUAHOCTD
MAC c HapymeHueM QyHKIuU T- 1 Buim-
¢ouuros. Jletu ¢ TKMH noasep:keHbI ce-
Dbe3HBIM BUPYCHBIM U OaKTepUAIbHBIM
UHQEKLIMAM YKe B JByXMEeCTIYHOM BO3PacTe.
VIMMyHOJIOTUMECKU AVarHO3 UM CTaBAT
B Pa3BUTBIX CTPaHAaxX B JIydllleM CJIydae B
4-5 mec, a Befib 3a7iepKKa B 2,5 MeC MOKeT
OKasaThbcA (paTambHOI! BEDKHMBaeMOCTh B pe-
3yJIbTaTe TPAHCIUIAHTAlMM Ie€MOIIO3THYe-
ckux crBoyoBbIX KiIeToK (TT'CK) mersam
IO 3,5 MeC 3HAYMTENbHO BBINIE TaKOBOI
y Majblei ImocTapiie (94% IPOTUB 66—
69%). MeHee Tsoxesnble popmel ITNJC MoryT
MaHu(}eCcTUpoBaTh U ropasfo Io3Xe, YTOo
3a/ilep>KUBaeT JUArHOCTUKY U JIedeHue, 110-
BBIIaA WHBAINAU3ALMIO U JIETAIbHOCTD,
He TOBOPs Y2Ke 0 pacxofiax CUCTEMBI 3/ipaBo-
oxpaHeHU:A. BoT moueMy paHH:AA AUAarHOCTU-
Ka ITMJIC Tak Ba>kHa.

KAK 3TO JIEYUTCA

[MNAC BcTpeyaroTcA 4Yaile, 4YeM CYUTAINA
paHbIe: Golee YeM B OXHOM CJIydae
Ha 10000 HaceneHus:. K cyacTsio, Ipu cBoe-
BPEMeHHOW IMAarHOCTHKe 3abosieBaHUe
MOKHO IIOJTHOCTBIO U3JI€YUTh.

XXN3HWN HesloBeKa.

1. YenenmHaa TI'CK momHOCTBIO KOPPEK-
TUpPyeT UMMYHOJIOTIYeCKUl Jle(peKT. BboKuy-
BaIoOT 94 % IPOLIEIIIX Yepe3 3Ty IPOLeAypy
B IlepBble 3,5 Mec, 90% IOABEPIIINXC el
nozxe 6e3 MHpeKIW 1 82 % ¢ pa3pelvBII-
muca uadekimAamu. V3 yucia ieteit crapiie
3,5 MecC C akTUBHOU WH(pEKIuel BO BpeM:d
TPaHCIUIAHTAIVY CTIACTY YIAeTcA JIMIIb 110~
JIOBHHY. BOT moyeMy paHHAA AMarHOCTHKA
MAC ymyumaet ncxon. K coxanenuo, Jie-
TaTbHOCTh TpU TTCK — Kak MuHMMYyM 20 %,
YTO OrpaHMIMBaeT ITOKa3aHUA K Hell CoCcTos-
HUAMY, He TOIeKaIlMY KOHCePBaTUBHON
TaToreHeTUYeCKO! Tepartiy.

2. [TpoTOKOJIBI TeHHOU Tepanuu HeKo-
TOPBIX APYTUX UMMyHOAe()UINTOB HaXo-
JATCA B OKCIIePUMeHTAIbHOU dase.

3. ITapuuanbHasd MMMYyHOKODPPeKIIMA
C pacIupA0IIUMCA apceHaJoM TeHHO-
UH)XeHepHBIX IIpellapaToB Bce yale IIpu-
MeHAEeTC IPU HeBO3MOXKHOCTU IIOJIHOM
KOPPeKIIUY UMMYHOJIOTUIEeCKOTo JiedeKTa.

4. 3amecTUTeIbHAA Tepallyis BHyTPHBeH-
HBIMU/[TIOJKOKHBIMI MMMYHOIJIOOY/IITHAMY
(BBUI') — HanbosIee Y9acThI CII0CO6 IaTore-
HeTUJIeCKOTo JiedeHr:A. Ha poccuiickoM phIH-
Ke IIPUCYTCTBYIOT OKOJIO 20 pas3jMYHbIX
BBUI. B apceHasie MMMYyHOJIOIOB HMEETCA
LeJIBIN PAJ IIperapaToB ¥ MeTOMK I1aTore-
HeTUYeCKOH Teparvy 6ombHbIX [TU/IC, He ro-
BODA YK€ 0 IIPOTIBOMUKPOOHBIX CPEICTBAX
JULA IPOGMIIAKTHKY U JIedeHA NHDEeKITMOH-
HbBIX OCUIOXKHEHUI 3TUX cocToaHMI. Ho ycrex
JieyeHN BO MHOTOM 3aBUCHUT OT CBOeBpeMeH-
"o auarHoctuku [TUJIC.

MACCOBOE OBCJIEJOBAHUE

CaMbIil IIPOCTOM U ITepCIIeKTUBHbBIN MeTOf
PaHHeH IUarHOCTUKY — MaCcCOBOe 00CIeno-
BaHMEe HOBOPOXKIECHHBIX, WIW HEOHATaJIb-
HBI CKpUHUHI. B Poccum kaptel Iatpu
C CyXVIMM IIATHAMU KPOBU HOBOPOXKIEHHBIX
TepeaTcA B MOJEKYJIAPHO-TeHeTUYeCKre
JIa6OPaTOPUU AJI UCCIEJOBAHUA HA BPOX-
JleHHbIe 3a00/IeBaH A, A IMEeHHO: (hbeHIUTKe-
TOHYPUIO, MYKOBUCIIU/IO3, BPOKAEHHBIN
TUIIOTHPEO3, 3[peHOTeHUTAIbHBIN CUHIPOM
¥ TAIAKTO3€MMIO.

TNIC MOXXHO OOHAPY>KUTH ITyTeM H3Me-
penusA ypoeHeil TREC u KREC B cyxoM IIATHe
KPOBHU Ha KapTe HEOHATAILHOIO CKPUHMHTA
MeTOAOM IIOMIMePa3HOM IeITHOM peaKIu
B peXXuMe peasbHOro BpeMeHH (I1LIP-PB).

B Poccuu paspaboTaHa U 3aperucTpupo-
BaHa 3¢ deKTUBHAA TeCT-CCTeMa OOHapyKe-
HuA [IMJC B HeOHATAIPHOM Ilepuoie —
«ABB-TecT». OH u3MepseT ypoBeHb TREC
1 KREC — II0GOYHBIX ITPOYKTOB PEKOMOMHA-
11y reHoB T- 1 B-kireTouHOro penerrropa co-
oTBeTCTBeHHO. TecT 00s1asaeT BceMu HeoOXo-
JVMBbIMU XapaKTepUCTUKAMU JIA BKITIOICHU
B IIPOrpaMMy HEOHATaIbHOTO CKPUHWHTA.

NUNOTHBLIA BAPUAHT

I[TepBbIii B MUpe MIJIOTHBIN HeOHATATbHBIN
cxpuHuHT [TU]IC 3ammycTim B 2008 I. B IITa-
Te BuckoncuH (CIIA). K xoHity 2016 1. uepe3

3TO 00C/IelOBaHME IPOLUTH He MeHee 6093
942 meTeit, 110 GONIBINEH YACTA HOBOPOXKIEH-
HbIX. Y 1533 MasIbIIIeli GbUIH Pe3KO CHIDKe-
Hbl ypoBHU TREC (y 1459 — ¢ lepBoro mecs-
na »kusHu). CerogHAa Bo Bcex mrratax CIITA
BBIIIOIHAIOT PYyTUHHBIN IOJTyKOIWIeCTBeH-
HBI aHaJIU3 KPOBU HOBOPOXKAEHHBIX
Ha TREC. Hu onua pebenok ¢ TKUH He npo-
TIyIIeH, BCe TOIYIIN }KU3HEHHO HeOOXOI-
MYIO TepaIuio, YTO 00eCITeqrIo BhICOYan-
I YPOBEHb BBDKUBAeMOCTU — 94 %.

BO3 BHecJla AMAarHOCTUYECKHE TeCThI
IMMJIC B «IlepeyeHb OCHOBHBIX JarHOCTUYE-
CKUX TecToB» OT 9 miojrst 2019 roma. Pacuer
SKOHOMMYeCKoU 3¢ (HeKTUBHOCTY CKPUHIH-
ra B mrrate BamuHrToH, Brnounsiem TKVH
B CBOIO IIporpamMMmy B 2014 I., JIETKO 3KCTpa-
OIMPOBaTh HA MOCKOBCKYIO 1 JIeHMHTpaz-
ckyto obmactu ¢ CaHkT-IleTepbyprom, Bemb
YPOBEHB POKJAeMOCTHU 371eCh COTIOCTABUM.

AMEPUKAHCKUIA ONMbIT:

10 300000 gowt. Bemenue pebGeHKa, He IIPo-
megmero TT'CK B mepBele 3,5 MeC »XU3HHU,
crout ot 300000 go 1200 000 mosuL., 9TO B 10
pa3 Gosblme, YeM TNPH TPAHCIUIAHTAIVN
B paHHMe CPOKU. lleHa KU3HU KOJIeOIeTcs
OT 4 710 13 MJTH A0JUL. (9 MJTH B CpeHeM).

o JaHHBIM MeXXIyHAPOIHOM MAleHT-
cKol opranusaruu 1o TN (IPOPI), ananus
ypoBHA TREC wm TREC u KREC B cyxux
IATHaX KPOBU Ha KapTax [aTpu A fuarso-
ctuku [TN]JIC y HOBOPOXIeHHbIX BKIIIOUeH
B HaIlMOHAIbHBIE IIPOrPaMMbl CKpUHUHTA 9
ToCyAapCTB. [TMI0THBIE IIPOEKTHI 3allyIeHbI
B 13 cTpaHax, a elle B JeCATU I'OTOBATCA
K ux cTapTy. Bkmouenue [TU/IC B mporpam-
My HeOHaTaJIbHOIO CKpUHUHTa B Poccuu
TIO3BOJIUT BBIABJIATH TAXKeJIble U CPeTHeT-
JKeJible TIOpaKeHUs HWMMYHHOM CHCTeMbI
o MaHudecTauy 3abosieBaHusA. Pe3ysbTa-
ThI CKPUHMHTIA B Pa3HbIX CTPaHax IIOKAa3bl-

OaHHble MO PacnpPoOCTPaHEHHOCTH, BbIABIEHWIO, CTOMMOCTU ANArHOCTUKK U Tepannn CKWH

MNapameTp
Yactora TKNH

[onsa BbiABNAeMbIx 6€3 ckpuHuHra TKUH

PacnpocTtpaHeHHOCTb T-KNeToUHbIX TNM-
doneHun

quCTBVITerIbHOCTb CKPpWHWHra

CneundryHOCTb CKPUHUHTA

BbIXkrBaemMoCTb Npu paHHeM 06HapyXeHnK
TKWH

BblI>kMBaemMocCTb Npu NO3AHEM O6Hapyxe-
Hun TKNH

CTOMMOCTb 1abopPaTOPHON ANArHOCTUKN
TREC, ponn.

CTOMMOCTb NPV NOATBEPXKAEHNMW NP NOJIO-
»utenbHom aHanu3e TREC, nonn.

CTonMOCTb NPOTOYHOW LIUTOMETPUM, AOMI.

CToMMOCTb NeyeHns NaLneHTa, ymepLlero o
NOCTaHOBKM NPaBWJIbHOro AnarHo3a, 4osl.

CTOVMMOCTb TPaHCNAAHTALMUM U JIeYeHUA
nauueHTa, npowegwero TKM B nepBble

3,5 Mec XK13HY B KauecTBe Tepanuu nepeomn
NVHW, BON.

CTOMMOCTb TPpaHCMaHTaLUN 1 neYeHnsa
nauuveHTa, npoweglwero TKM nocne

3,5 MeC KM3HU B KauecTBe Tepanuv nepBom
JIVHWAW, BON.

HA3PEBLUASAA HEOBXOAMMOCTb

O61as1 BbDKUBAEMOCTh IIPY pAaHHEM O0HAPY-
sxeHuu TKVH — 85-94%, a mpu no3gHeM —
38-72%. LleHa 1aGOpaTOPHOIO UCCIENOBAHIIA
TREC — 3-6 ot CIIIA, TPOTOYHOM [ITOMe-
Tpuy — 250 JoyUL. JlONOTHUTEe/IbHbBIE 3aTPaThl
Ha BeleHMe pebGeHKa ¢ JuMdorneHuen —
6000 fo/U1. 3aTpaThl HA JieYeHre yMepIero
JI0 YCTaHOBJICHUA IPaBWIBHOIO [UArHo3a
Y HasHa4YeHU: aJIeKBaTHOM Teparyu JOXOAAT

MuHUMyM — Makcumym

CpepHuin noKasaTtesb

1/46000-1/80000 1/58000
= 0,203
1/11000-1/16000 1/14000
99-100 % 99,5%
99,92-99,98 % 99,97 %
85-94% 88%
38-72% 54%
3-6 4,04
= 50
= 250
= 300 000
80 000-120 000 100 000
300 000-1200 000 450 000

BAIOT BBICOKYIO YYBCTBUTEIILHOCTD U CII€ITU-
¢umunocts TREC- u KREC-ananusa. Pannee
BBIABJIEHVE MJIaZIeHIIeB C JieeKTOM MMMYH-
HOU CUCTeMbI IO3BOJIUT IPUMEHUTH COBpe-
MEHHbIE€ IIPOTOKOJIbI JIEYE€HUs, KOTOPbIE
obecIreqaT BBICOKYIO BEDKVMBAaeMOCTh ITaly-
eHTOB. Henb3sad He OTMETUTh SKOHOMUYe-
CKy10 3¢ deKTUBHOCTb PaHHEeH TUarHOCTUKU
U JIeYeHUs HOBOPOXAeHHbIX ¢ [TN/IC.

Cnucox Jumepamypol Haxodumcs 8 pedakyuu
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[TIOBAJIbHbBIV BbI3OB

oclapharma

KopoHaBupyc 1 6e30nacHOCTb

NeKkapCrBEHHbIX MNMperaparos,

NofyHaeMbIX N3 Miia3Mbl KPOBW

B nexkabpe 2019 r. B YxaHe, Kutau, 6b1/1 BbisIBJIEH HOBbIU KOPOHaBUPYC, ABIAIOLNNCA BO30OyANTEsIeM TeKyLeun
naHgemwu [1, 2]. lNosgHee oH nony4un HassaHne COVID-2019. bbina npoaHamanpoBaHa rnosiHas reHoMHas rnocsie[osa-
TesnibHocTb u3onsara Wuhan-Hu-1 (6a3a gaHHbix GenBank, Ne MN908947) [3]. daHHbI n307155T AEMOHCTPUPYET TECHYIO
PUIOreHeTUHECKYIO CBS3b C APYrMM KOPOHaBMpycamm, TakuMmn Kak KOpOHaBUPYChbl TSXXET0ro OCTPOro pecrmpaTtopHOro
cnHgpoma (SARS) v kopoHaBupycbl, nogobHsle SARS nety4nx Mbiluevi [4].

CMNMPABOYHAA NHO®OPMALUA
Koponasupyc SARS (SARS-CoV) 0GHapy»KITH
B 2003 rO1y; OH ABJIAETCI BO3OyIUTENIEM TS-
»KeJIOr0 OCTPOTO PeCcIMPaTOPHOTO CUHAPOMA
(SARS), KOTOpBII BIlepBble BO3HUK B ITPOBUH-
1y I'yasnyH Ha rore Kuras B 2002 rozxy [3, 4.
SARS-CoV mpuHamjeXuT K CeMenCTBY
KOPOHaBHPYCOB (TaK e KaK 1 KOPOHAaBUPYC
GIYDKHEBOCTOYHOIO PeCIMPAaTOPHOTO CHUH-
npoma MERS-CoV), k poxny Betacoronavirus [5].
BUpPHOHBI 3aKIIOYEHBI B 0OOJIOUKY, UMEIOT
mapoo6pasHyio GopMy ¢ OyJIaBOBHIHBIMU
BBICTYIIaMU Ha IIOBEPXHOCTHU, KOTOPbIe 00pa-
3yIOT KOPOHY BOKPYT BUPYCHBIX YacTull. Bu-
PYCHBIE YaCTHIIbI COCTOAT U3 OTHOLIEIIoued-
Holl monmoxkutenbHo PHK, u cpemnmit
JyaMeTp BUPHOHA COCTaBJIAeT 78 HM [6].

NCTOYHUKUN SAPAXKEHUA

B 4esoBevyeckoi nomysIAII Haubosee Be-
POATHOI NpUYIMHOM 3apakeHua SARS-CoV
CTaHOBUTCA KOHTAKT C KPOBBIO, BbI/IeIeHU-
AMU, OPTaHAMMY WIH APYTUMU OUOJIOTrHde-
CKUMHU KUJKOCTAMU HHQUIVPOBAHHBIX
*KUBOTHBIX, TAKMX KaK JIeTy4re MBIIIY WIN
nuBeThl. OT YestoBeKa K yesioBeKy SARS-CoV
TlepefiaeTcA Yepe3 KOHTAKT C KPOBbIO, BblJle-
JIEHUSIMY, OPTAHAMU YUTU APYTUMU OHOJIO-
THYeCKUMM KUAKOCTAMU HUHQPUIIUPOBAH-
HBIX JIIOZeN WIN 4Yepe3 3arpsA3HeHHbIe
MaTtepuaisl [7, 8]. Jnsa muarHocTuku SARS-
CoV MOKHO HCIOJb30BaTh PAa3INIHbIe Me-
ToABI, HanpuMep: @A, ITIIP, a Takxe MeTOZ,
VHOKYJIAIMY KJIeTOYHBIX KYJIBTYD (HaIpu-
Mep, KieTok Vero) [9, 10]. ComtacHO coBpe-

MEHHBIM HAyYHBbIM 3HAHUAM, 300HO3HBIN
SARS-CoV mpezicrasiiseT co00 BO30YAUTETH
C BBICOKUM PUCKOM 3apaykKeHIs YeI0BeKa.

MEPbI NIPO®UJIAKTUKIA

B oTHOIIeHMM IIpenapaToB, IOIy4aeMbIX
V3 IUTa3MbI KPOBY, IIPEAIIPIHIMAIOT PAZ Mep
1St obecTiedeHIsA 6€30IaCHOCTHY IAI[€HTOB.
ITpexzie Bcero, Bce AOHOPBI IUTa3MBI, HCTIONb-
3yeMoit KommaHueil «Okrtadapma Ipyrim,
TPOXOJAT THIATETbHBIM U 3¢ (eKTUBHBIN
oT6Op.

Kpome TOro, 3amuTy OT IaTOT€HHBIX
MUKPOOPTaHU3MOB 00eCTIeqrBaeT IIpoBeie-
HYle HECKOIBKUX CIIeIATbHBIX TEXHOIOTH-
YeCKUX I3TAllOB BO BpeMsA IIPOM3BOICTBA
Y OYMICTKY IIPOAYKIIUY, TAKHUX KaK 06paboT-
Ka conbBeHT/feTepreHToM (C/I), HaHODIITH-
TparysA, TePMUHUIbHAsA 00pabOoTKa CyXyUM
»KapoM IIpu Temmeparype 100 °C i macre-
pusanyA npu Temrepatype 60 °C. Ha ocHoBa-
HUY Pe3yJIETaTOB MCCIEOBAHUI obecIieye-
HUA 3al0UTBl OT IIATOTeHHBIX MUKPO-
OPraHM3MOB C UCTIOJIb30BAHNEM PA3TIYHBIX
000JIOYeYHbIX BUPYCOB C Pa3IMYHBIMHU
(DUBUKO-XYIMUYECKIMU CBOVICTBAMY 0O0CHO-
BAaHHO IIPEAIIONATaeTCsA, YTO BBHIIOJHEHVE
BBIIIEIIePEYNCIIEHHBIX TEXHOJIOTMYEeCKUX
JTaloB IIO3BOJLAET HEOOPAaTUMO MHAKTHUBY-
POBaTh WIX yAUIATE KOPOHAaBUPYChI SARS-
CoV u COVID-2019. Kpome TOro, cooTBeT-
CTBYIOIIYIE TEXHOJIOTMIECKIIE STAllbl, TAKUE
KakK (paKIMOHMPOBAaHNEe XOJIOJHBIM 3TaHO-
JIoM U 00paboTKa cpemoii ¢ HU3KuM pH,
BHOCAT 3HAUUTENBLHBIN BKIAJ B OGe3omac-

HOCTD IIPEIapaToOB C TOYKY 3p€HNA Iepelavin
IIaTOr€HHBIX MUKPOOPIaHU3MOB.

30J10TON CTAHAAPT

O6paborka C[[l mpyMeHsAeTCA B KauyecTBe
«30JIOTOTO CTAaHZAPTA» BO MHOI'VIX IIPOM3BOJ-
CTBeHHBIX IIPOIleccax JIeKapCTBeHHBIX IIpe-
11apaToB, IOJyYaeMbIX U3 IUIa3Mbl KPOBU,
JUIST MHAKTUBAIUN OOOIOYEIHBIX BHUPYCOB
C IIOMOIIIBIO PA3IMIHbBIX JIeTePreHTOB, TAKIX
kak TBuH-80 wiu TputoH X-100 B coyeTaHUU
¢ Tpu-H-Oytridocdarom (THED) [11]. Boree
TOTO, B XOJle MCCIeOBAaHUA WHAKTUBAIUL
c ucronbp3oBaHreM SARS-CoV Rabenau u co-
aBT. [12] o4eHb YeTKO IIPOAEMOHCTPHUPOBATI
IIPeBOCXOJCTBO JAHHOI'O MeTOZA IIPU HCCIe-
JoBaHuu o6paborku C[Jl mpenapara OKTa-
raM (MMMYHOIJIOOYJIVH JUIA BHYTPYBEHHOTO
BBeJleHUs, II0JIy4aeMblii 13 IUIa3Mbl KPOBH).
BMecTO CTaHZAPTHOTO IOJHOTO AMala30Ha
KoHneHTpanuu (1% m/m Tputon X-100/
0,3% m/m THB®) MCTIO/IE30BATH CHIDKEHHYIO
KOHIIEHTpaIuIio (75% OT CTaHJapTHON KOH-
LieHTpanuu) gerepreHra TputoH X-100
u pacteoputesa THE®. CormacHo mpesicTas-
JIEHHBIM JJAHHBIM, B xofie o6paborku C[[I
WHO}EeKITMOHHOCTh SARS-CoV 6bLta HIDKe
npenesia OGHApYKeHUA B TedeHUe 1 MUHY-
TBI, IIPUTOM YTO CTAHAAPTHOE BpeMs 00pa-
OOTKM IIPU HOJHOMACIITAGHOM IIPOM3BOJ-
CTBe COCTAaBJIAET, 110 MeHbImeill Mepe 240
MUHYT. BbUTN TIOKa3aHbl YPe3BBIYANHO XO-
poinrie Ge30IacHbIe AUAa30HbI KOHIIEHTPa-
Ui, a Takke KO03(pQUIINEHT CHILKEeHUA
BUPYCHON Harpy3ku >4,56 log10 TCID50

nocie 1 MuHyTHI Bo3zetictBuA C[l u 25,75
log10 TCID 50 mocite 30 MUHYT BO3I€MCTBUA
C/I1 Ha SARS-CoV.

NMPEMMYLLECTBA HAHO®UJIbTPALIUN
Emle oOmHON BaKHOI Mepoil oOecriedeHV
6€e30I1aCHOCTY JIeKApCTBEHHbBIX ITPEIapaToB,
TIOJTy9aeMbIX U3 IUIa3Mbl KPOBH, SABJIAETCA
VATeHVe BUPYCOB IIOCPEANCTBOM HAHODIIIb
Tpanuy, HalpyuMep ¢ IIOMOIILIO (PIIETPOB
€ pasMepamu 1op 20 HM; B LI&JIOM TaKasd IIpo-
menypa Io3BOJLET YAUIATh Oolee KpyITHbIe
BUPYCBI, AaxKe Takye Kak SARS-CoV (cpemHuit
pasMep cocTaBigeT 78 HM [6]) WM Apyrue
npencrasutes poga Coronavirus pasMepoM
1o 150 HM B rametpe [13]. HanogwisTparys
o4eHb 3 deKTUBHA I YAaIeHHS 000I049ed-
HBIX Y1 6e3000/I09€YHbIX BUPYCOB U3 PA3IIIY-
HBIX IIperapaToB, MOJIyJaeMbIX W3 IIa3MBbl
KpOBH, JivKe TIPY HeGOJIBIINX pa3Mepax BU-
DPYCHBIX YaCTHUIL — HaIprMep, KaK y BUpyca
JIapey KPyITHOTO POraToro cKora (40-60 HM)
WM BUpYyca reratura A (25-30 HM) [14-16].

POJIb NACTEPU3ALUN

Jlpyroit Mepoui, IpeAIIPUHUMAEMON B PaM-
Kax IIPOM3BOACTBEHHBIX IIPOIECCOB, OCO-
0eHHO B OTHOIIIEHUY ATbOyMIUHA, IBJISETCS
IacTepU3anysA IIPY ITOBBIMIEHHBIX TeMIIe-
parypax (60°C) B Teuerue 10 gacos. [Ipu
KOMHAaTHOM TeMIlepaType KOPOHaBUPYC
SARS-CoV crabwieH, HO IIpU TeMIlepaTy-
pe 60°C OH MHAKTUBUpPYeTCA B TeuyeHUe
30-60 muHyT [17-19].

YPOBEHb BE3OMNACHOCTHU

TToMHMO TIIATEIBHOrO OTO0PA IOHOPOB CTPa-
TeTVA 110 00eCIIeYeHII0 6e30ITACHOCTH KOMITa-
Hm «OkTadapMa» BKITIOYAET IIPOBeIeHe
CTIeIVATbHBIX TeXHOJIOTMYECKIX IIPOIIeCCOB
JULA BCeX JIeKapCTBEeHHBIX IIPeIapaToB, MOy~
YaeMbIX U3 IUIA3MbI KPOBU. DTU IIPOLIECCHI
C BBICOKOI 3(p(peKTUBHOCTBIO YAAIAIOT U[VTH
VHAKTHBUPYIOT 000/I04edHbIe BUPYChL. Ha oc-
HOBaHWY NMEIOIIMXCA 3HAaHUN U JOCTYITHBIX
OIyOJINKOBAHHBIX JAHHBIX B COYETAHHM
CO cTparerviei 110 6e30IIaCHOCTH KOMITAHIH
«OxradapMa», KOTOpas BKJIIOYAeT CIeyab-
HBIe 3TaIbI JIs1 00ecrede s 6e30IIacCHOCTUA
(Harprmep, 06pabotky C/II, HaHOGMWIBTpa-
LIMIO, TepMHUYeCKylo OOpabOTKy) B paMKax
TIPOM3BOJICTBEHHBIX IIPOIIECCOB, MOKHO
YTBEePXKIATh, YTO BePOATHOCTD IIepefjad Ko-
poHaBupyca, Takoro Kak SARS-CoV wm
COVID-2019, 4yepes Ipenaparsl, IIOJly4YeHHbIe
U3 IUIa3MbI KPOBU, SKCTPEMATTbHO MaJla.

CIMCOK TUTepaTyphl:
1. WHO Statement Regarding Cluster of Pneumonia Cases
in Wuhan, China. 22.01.2020. https:/fwww.who.int/china/
news/detail/09-01-2020-who-statement-regarding-cluster-
of-pneumonia-cases-in-wuhan-china. Accessed 23 Jan 2020.
2. Informationen des RKI zu Pneumonien durch ein
neuartiges Coronavirus (2019-nCoV) in Wuhan, China.
22.01.2020. https://[www.rki.de/DE/Content/Infekt/
Ausbrueche/respiratorisch/Pneumonien-China.html.
Accessed 23 Jan 2020 u fp.

TlanHblil CHUCOK Jumepanmypol HAXo0umea. 8 pedariyuu
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MEOMLIVIHA XX

BEKA

{ Hauanomnac. 8

Tabnuua 1. JlekapcTBeHHblE MpenapaThl, NpUMeHsaoLLIecs ans nederus VIBP3

Mpenapat

WHruéutopbl UI1-6
Toumnnsyma6b
Capunymab

WHrn6uropol UI-1
KaHaknHymab

WHrn6uropol U1-18
Tapekunur anbda

NHru6urtopsl ®HO-a
ST1aHepuenT (3TL)

« UHdnmkcrmab (MHOD),
+ apganumymab (AJA),

+ ueptonu3ymab neron (LI3M),
+ ronumymab (IIM)

AHTN-B-KnetouHas tepanusa
Putykcma6 (PTM)

NHrn6urtopbl Koctumynauum T-kneTok
AbatauenTt (ABLI)

WHruéurtopbl U1-12/23
YcTeknHymab

WHru6uropsbi UI-17
KaHaknmHymab

NHrmbutopbl AHYC-KNHa3bI

+ TodaumtTnHn6
+ BapuyntnHn6
+ OuAroTMHWG
+ YnagauutnHub

CrpykTypa

MoHoKnoHanbHble aHTUTENa
K WJ1-6 peuentopam

MexaHusm

CBA3biBaHNe C pacTBOPUMON
1 MembpaHHomn popmor UI1-6P

AyTOMMMYHHbIe 3aboneBaHuA
(3aperncTprpoBaHHbIE 1 MOTEHLMANIbHbIE
nokasaHus)

PA, IOUA, TKA, ciHAPOM BbICBOGOXKAEHUA Ln-
TOKMHOB (CAR-T-cell, nHrnbmnyma «<MMmyHHbIX
KOHTPONbHbIX TOUeK»), CCL

MoHoKoHanbHble aHTUTENa

K WII-1B c WII-1P1

PeKOMOUHAHTHbIN
WI1-18-cBsizbiBatoWwnii 6enok
yesoBeka

PekombUHaHTHbIN 6enok OHOP2

nFclgG C peuenTopamu

MoHoK OHanbHble aHTUTENa

K OHO-a 1 memb6paHHoro ®HO
MoOHOKOHanNbHblE aHTUTENA Henneuns CD20
Kk CD20 B-knetok

PekombUHaHTHbIN 6enok CTLA 4

nFclgG CDA4+T-knetok

MoHoKnoHanbHble aHTUTENa
K p40 U1-12 n U1-23

MoHoKoHanbHble aHTUTENa

BnoknpoBaHue ceszbiBaHua U1-13

NHrnbnposaxme oyHKumm UIT-18

MpepotepalleHne casbiBaHua ®HO

HenTtpanusauua pactBopuMoro

BbnoknposaHuve aktuBauuu

MpepoTBpaLyeHne ceasbiBaHUA UJ1-12
n WI-23 c peuentopamu

MpepnoTBpaLleHne ceasbiBaHua UJ1-17

Cy6tun PA

HeT naHHbIX

PA, AC, ncopuas, NcA, lONA

PA, AC, ncopuas, lNcA, tONA, B3K,
nepeaHunii ysent

PA, CKB, AHLIA-Backynutbl, CCJ1, CLL, UBM,
By/ibrapHas ry3blpyaTka
PA, ncopuas, NMcA, CKB, CCA

Mcopuas, McA, AC, CKB?
TKA?

Mcopwmas, MNMcA

BbnokuposaHue JAK-STAT curHanusauun

KWN-17A C peuienTopamu
JAK3/1>JAK2

Manble monekynbl JAK1 n JAK2
JAK1>JAK2
JAK1

PA, ncopuas, lNcA, CKB, A3BeHHbIN KONWT, ano-

neuus, BUTUANIO, aTONNYECKUI AepmMmaTtuTt

dapmakoTepanus VIBP3: Ha nepekpecTke ayTOMMMYHUTETA 1 ayTOBOCMaSIEHUSA

AyToBoCMNanuTenbHble 3a60neBaHnA
(3aperncTprpoBaHHbIe 1 NOTEHLMASIbHbIE
nokasaHusl)

CnctemHbin FOUA, cungpom TRAPS

CAPS, FMF, MKD/HIDS, TRAPS, cuctemHbii OUA,
6one3Hb CTunsa B3pocsbiX, NpeLoTBpaLleHme

KapAMOBaCKYNIAPHbIX OCJIOXHEHWI Y MaLVEHTOB
C aTePOCK/IEePOTUYECKIM MOPaKEHNEM COCYA0B

NLRC4 cMHApOM aKTBauum Makpodaros,
remodaroynTapHbIi CUHAPOM, CBS3aHHbIV
c peduyutom XIAP

MKD/HIDSS, TRAPS, cuctemHbii KOUA, 6onesHb
CTnnna B3pocsibIX

HeT gaHHbIX
«lannoHegocTatoyHoCTb» CTLA4?
HeT naHHbIX

HeT gaHHbIX

MoHoreHHble nHTepdepoHonaty Tvna |

MpumeuaHne: MKD/HIDS — Mevalonate Kinase Deficiency/Hyper IgD Syndrome — aedpuuut meBanoHat-kuHasbl / cuHapom runep-lgD; TRAPS — Tumor Necrosis Factor Receptor Associated Periodic Syndrome — neproanueckuii CUHAPOM, CBA3aHHbIN € peLienTopom dpakTopa HeKpo3a onyxonu;
CAPS — Cryopyrin-Associated Autoinflammatory Syndromes — KpyonupuH-accouMmpoBaHHble ayToBocnanutenbHble cuHapombl; FMF — Familial Mediterranean fever — cemeiitas cpeamsemHomopckas nuxopagka; NLRC4 — NLR family, CARD domain containing 4 — cemeticteo NLR, someH
CARD, copiepxatuin 4; XIAP — X-linked inhibitor of apoptosis — X-cBA3aHHbIl MHIMOUTOP anonTosa.

IV O6wiepoccuiickas
KOHpepeHLMa

30 uroHa - 2 urwona 2020 ropga
MockBa

B HayuHoI1 nporpamMme
06wme BONPOCHI

FLORES VITAE

MNepnaTpua
N HeoHaToNOrnA

* lecAaTuneTune fetctea B Poccum: npobnemsl, 3aaaum, nepcnekTusbl. UToru nepeoro roaa.

* Knunnueckue pekomengaummn. Kak noBamsioT U3MeHeHWs 3aKoHoAaTebCTBa Ha paboTy Bpava?

* [lpeeMCTBEHHOCTb HeOHATa/IbHOW 1 aMbynaTopHOM NeavaTpudeckoit ciykbbl. O6cy>kaaem 601eBble TOUKM.

* Ctpaterus 60pb6bl C pacnpocTpaHeHNEM aHTUMUKPOGHOW pe3ncTeHTHOCTU B PP Ha nepuoa Ao 2030 roaa:
KaK U3MEHUTb NPUBbIYHBIN, HO OLINGOUHDIN 06pa3 AelCTBUIA B NPaKTUKe HeoHaTosiora U neavaTpa?

« BakumHauus AeTeii C OTKSIOHEHWAMU B COCTOSIHUM 3[,0POBbS: OT TEOPUM K MPAKTUUECKUM pesysibTaTaMm.

* LLikona. ¥3-kputepuu BHYyTpUyTPOGHOI MHEKLMM.

)) ...K AUArHo3y U TakKTuke )

OT cuHAapoMa...

* YacTo 6onetouine aeTu: TakTUKa BefieHus, 6opbba
c nonunparmasuei. MNpopnnakTka HyTPMEHTHbIX
AedrumToB.

* MeTabonuueckuii CUHAPOM U OXKUpEeHUE: MPUHLUMbI

VHAMBUAYaNVN3MPOBaHHOMN TaKTUKMN MULLEBOrO
noBefeHus.

* CMHAPOM GYHKLUMOHaNbHbIX HapyLiernii XKKT
y AeTeit. XpoHuyeckuit 6oneBoit abaoMUHaNbHbIN
CUHAPOM.

* YacTo 6onetolne feTu: TakTuka BeAeHns, 6opbba
c nonunparmasuei. MNpopnnakTka HyTPMEHTHbIX
AednumToB.

* BHYTpUyTpo6HOE MHPMLMPOBaHUE: KpUTEPUN
NOCTaHOBKW AVarHosa v NpyvHLMMbl paLmMoHanbHOM
aHTM6uoTuKoTepanuu. CuHApOM
renaTocrnjeHoMeraamnm Kak oTrpaBHOe 3BEHO
AVArHoCTUYECKOro nouncka.

* CUHAPOM NOBPEeXAeHUsA NErkMX: KakoBbl
«6e30MacHble» KOHLEHTPaLWMN U PEXUMbI?
CoBpeMeHHble TeXHO0r 1M pecnupaTopHoOit
noAaep>KKH.

MecTo npoBeaeHus:

n stpraesens

u praesens

+7 (499) 346 3902

E ova@praesens.ru
praesens.ru

* StatusPraesens
1 o fedia—

IR MAPC

* [leTn c nepuHatanbHbiMM nospexxaeHnamu LIHC
1 KOPPUTMPOBaHHbLIMW MOPOKaMM1 pasBUTUSA.

* Pe6&HOK, POAMBLUMIACSA HEAOHOLLEHHbIM,
B NpakTuke negunatpa. Kak obecneunTs
«[JOrOHAOLMIN POCT»?

* [03AHWI HEAOHOLLEHHbIV: NOYeMY HeNb3s
OTHOCMUTBCA KaK K «MOYTU 34,0POBOMY»?

* OpdaHonorua u nanamaTvBHas NOMoLLb
B HEOHATO/IOMMU U NeANaTPUN: eC/IN BbINEUNUTD
He/b3s, TO MOMOYb — MOXKHO!

* MuTtaHue peTeit paHHero Bospacta — obLiee
peLLeHMe LIMPOKOro crneKkTpa npo6ieMm.

* Bosle3HU KOXKM y AeTeli: ANarHos Kak AeTeKTUB.

« LLIkona AeTCKo racCTposHTEPOIOrUN.

* LLIkona paeTckoii kapanonoruu.

* OHKOHACTOPOXXEHHOCTb B NeanaTpum.

* CeMeliHO-OpUEeHTUPOBaHHbIE TEXHOOT UK
B OPUT.

* JleyeHne NnMTaHMeM — NOCUHAPOMHasA
HYTPUTUBHAA KOPPEKLIVS B HEOHATOIOrMYecKom
npakTuke.

statuspraesens

®

OBb30OP JINTEPATYPbHI

[YMOpanbHbIN
nedeKT B4yepa
N cerogHs

WpuHa
HukonaeBHa
ABPAMOBA

3amecmumens 3asedyiowe2o omoesneHueM UMMYHOJTO-
2uu OFbY «HMUL Arov um. Jj. Poeaqesa M3 PO»,
8pay asnnepaosnoe-uMMyHos102

lNepBunyHbie nmmyHozepuumntsl (ML) HaxogsTcsl B LeHTpe
BHUMAaHUS yHeHbIX, OnmcaBLLMX OKOs10 330 HO30/10rM4ecKnx
popm v OTKpbIBLLIMX 320 reHoB, MporpamMmMUpyroLmX passntve
atouv natosiorun. Heobpartumoe HapyLueHne yHKLUUn
nMMMyHHoV cuctemsbl (MIC) noBbiLLuaeT BOCpUMMYNBOCTb
OOJILHOIO K TSXKESIbIM MHEKMSAM, 3a4aCTYHO MPUBOLSALLINM
K cmepTtun. [Jo HegaBHero BpeMeHU BPOXAEHHbIU
UMMYHOLEmUUNT CYNTATICA PEKUM 3a060/1eBAHNEM, HO C
rosiByieHNeM BCe HOBbIX BO3MOXHOCTEN reHeTn4ecKoro
aHasm3sa 41crio BbisiBIIeHHbIX criy4daeB VL] HeykToHHO pacTer.

FETEPOIrEHHAS FPYNNA
[N/} — 5TO reTeporeHHas rpyIma 3aboie-
BaHUN. OgHU GOPMBI HACTOJILKO He3HAYU-
TeJIbHBI, YTO He 3aMevaloTcs MHOTHe TObI,
a ipyrye MPpOABJIAIOTCA IIOYTH Cpasy Iocje
poxknenus. Kimaccuburanus [TA]] 6a3upy-
eTCs Ha OCHOBHOM UMMYHOJIOTUTIeCKOM
Jedexte, HanpuMep: T-TIMOIUTOB (KOM-
6uHupoBaHHble ITN]]), HeUTPOhUIOB (Ie-
(dexThl unoia u pyHKIUY), Butumdonuton
(I, ¢ redpekTOM IyMOPAJIBLHOTO 3BeHA
MMMYHUTETA) U T.A. (Tabur. 1 Ha cTp. 13).
BosbHBIe ¢ yCTaHOBJIEHHBIM JYIarHO30M
HY’KHAIOTCA B HAOIIOEHUH U JTUTeTbHOM

JieyeHUY (B IPOTUBOMUKPOOHOM, 3aMeCTH-
TeJIbHOM, UMMYHOCYIIPeCCUBHOU U UMMY-
HOKOPPUTHpYIOIlel Tepanuu). Beas s
mHorux Gopm ITN]T xapakTepHBI IpyObIe
nmedexts! VIC ¢ KpaiiHe HeOIATOIPUATHBIM
TIPOTHO30M /UL *KU3HU. Torza BhIMIeyIoMsA-
HYTBIN KOMIUTEKC JIeqeOHbIX MePOIIPUATII
CTAHOBUTCS ITOATOTOBUTEIBHBIM 3TallOM
K OCHOBHOM TepaInuy IanyeHTa 1 He MOXXeT
3aTOPMO3UTH ITPOTIPECCHIO 3a00IeBAHNA.
JedeKTbI MOTYT 3aTparuBaTh JIMIIb OFHO
OTZle/IbHOE 3BeHO UMMYHUTETa, HO U B 3TOM
CIydae BO3HMKAIIMe B IIpoLecce »KU3HU
OCJIOKHEHUA NPUBOJAT K MHBAIUIU3AIAN.
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CriaceHue 11 GOJIBHBIX C BPOXKIEHHBIM FIM-
MYHOZe(PUIIATOM 3aKII09aeTCA B TPAHCIUIAH-
TALM FeMOIIOITIIECKIX CTBOJIOBBIX KIIETOK
(TTCK). HecmoTps Ha BO3MOXXHOCTH MeToZa
20% Bcex TI'CK 3aKaHYMBaIOTCA JIETUTLHO WIA
COIPOBOMAAIOTCA TAOKEIBIMU OCIOKHEHUAMY,
B CBA3M C YeM ITAIJeHTOB C HEKOTOPbIMU BU-
Jamu [T]] BenyT IpenMyIecTBEHHO KOHCep-
BaTHUBHO.

K TIN]I ¢ BO3MOXHOCTBIO KOHCepBaTHB-
HOTO JIe4eH!A OTHOCATCA UMMYHOJe QUITNTHI
C HapyIIeHueM 00pa30BaHUA AaHTUTE (WIN
JedeKTaMu TYMOPaJIbHOIO 3BeHa UMMYyHU-
TeTa), IPUBOAAIINM K TUII0- WIN araMMario-
OynHeMuyy. JJaHHAA TPYIIIA BKIIOYAET:
¢ X-CIeIUIeHHYIO araMMamIoOy/ITHEMIIO
(XCA);
® ayTOCOMHO-PelleCCUBHBIE (APA)
U ayTOCOMHO-IOMUHaHTHBIe (AITA) hopMbL
araMMamIoOyJIMHeMUN;

e o6myio BapuaberbHYl0 HMMYHHYIO
HegocTarouHOCTh (OBIH).

NCTOPUA OTKPbITUA

ITepBBIM Onucal KIMHUYECKUHN ciIydail
BPOXA€HHOIO0 UMMYyHOZeduIuTa ¢ rymo-
panbHbIM gedexToM OrmeH bpyToH. Bro-
CIeICTBUY B €r0 4eCTb Ha3Balu reH Btk,
(pepMeHT (TUpO3UHKMHA3a bpyToHa) 1 camo
3abosieBaHUe — X-ClIeIUIEHHYIO araMMar-
JIOOYJIMHEMUIO. YIeHbIN HAOIIOAAT 32 BOCh-
MIWIETHUM MaJIBIUKOM C YaCTbIMU HHGEK-
LIMOHHBIMU 3MM30[aMU C 4 JIeT (MeHUHTUT,
TIOBTOPHBIE OTUTHI, CHHYCUTSHI, 14 5IIHM30710B
nHeBMoHUM). [1o JaHHBIM 37eKTpodopesa
6eJIKOB IVIa3MbI KPOBH Y HETO BBIABUIIN
araMMamIoOynHeMuio. BpyToHy yianocsk
3aMeCTHUTb OTCYTCTBYIOIINI raMMa-IJIOGY/INH
SMIIMPUYECKUM BBeICHAEM YeJI0BEYeCKOTO
MMMYHOIIOOYJIMHA, YTO II03BOJIIIIO PebeH-
KY JO’KUTB JIO BBPOCJIOTO BO3pacTa B cepe-
JIHe IIPOIIUIOTO CTOJIeTHsA, U 9TO ObLIA Pei-
Kad yzaygal!

Paspurtme X-crierieHHOUM OPMBI aram-
MarIo0y/IHEMIY BbI3bIBAET Jie(eKThI B TeHe
B-KJIeTOUHOM TUPO3UHKUHA3HI (BtK), OTKPBI-
TOM 40 JIeT cIIycTA, B 1993 rozny, AByMA He3a-
BUCHUMBIMU IpynnaMu ydyeHbIx u3 CIIA
u Benmmko6puranuu. ['eH BKIIoyaeT B ce6s
19 5K30HOB M KAPTUPOBAH HA JJITHHOM ILTe-
4e X-XpOMOCOMBI B JIOKyce Xq21.3-Xq22.
Myraruu B reHe Btk mpUBOJAT K HapyIIeHUIO
PaGoTHI HepeleNTOPHO (IIUTOIUIa3MaTHIye-
CKOI) B-KJIeTOYHOM TUPO3UHKHUHA3KI C MOJIe-
KYJIIpHBIM BecoM 77 KJla, cocTosAmeit u3 659
aMHHOKHMUIOT. DTOT (GepMeHT ITOAKJIacca
TIPOTeMHKIHA3 OTBe4aeT B TOM YHCJIe 3a pas-
BUTHeE, Iposddepanuio u fuddepeHInpos-
Ky KJIeTOK. [ToTeps ero QyHKIIUY IPUBOSUT
K 00pBIBY co3peBaHUA BummMdoruTa Ha cTa-
WU IIPO- U TIpe-B-KiIeTku.

COBPEMEHHASA KINTACCU®PUKALIUA
B coBpemenHoi1 kiiaccudukaryy [TN]] Mex-
JYHapOAHOI'O COI03a UMMYHOJIOTUYECKUX
o6miects (International Union of Immunologic
Societies — IUIS) rpymma ¢ mperMyIecTBeH-
HbBIM eULINTOM aHTHUTEI IIOAPa3/eAeTCa
Ha IOATPYIIIIbI IT0 KOIYeCTBY B-iMboIuToB.
1. IINJ c orcyTcTBUEM B-KiIeTOK.
85 % BCexX BPOKIEHHBIX araMMarao0y/IrHe-
MU — 3TO X-CIleIUIeHHasA araMMariooy-
JIMHeMUs ¢ MyTaruei B rexe Btk. ITepena-
€TCA UCKIIIOYUTEIHHO II0 MaTePUHCKOU JIU-
HUU: GOJIEIOT OHU MY KUYMHBI.
AyTOCOMHO-pelecCBHbIe (POPMBI araM-
MamToOyIMHEMUH C fepUIuToM B-KIIeToK,
comtacHo kiaccudukanuu [T IUIS 2017 ro-
Jla, IIpe/iCTaBjIe bl feeKTaMu:
e Tmxenou p-uenu (IGHM). Ien, orBet-
CTBEHHBIU 32 MHTPAIIUTOIUIA3MaTUYECKYIO
TSDKENYIo p-Llellb B Ipe-B-KiIeTKax, OTKPbI-
JIM CIIyCTA 3 roga nocie Btk;
e Igo (CD79 A): reH KomUpyeT IPOTeUH
Ig, KOTOpBIM BXOAWUT B CTPYKTYpy IIpe-
B-KJIeTOYHOrO pellentopa, 06pasya TpaHC-
MeMOpaHHBINA MOAYIhL IIepefadyd CUTHAIA
COBMeCTHO c Igf;

Tabnuua 1. Knaccndukaums nepsuuHbix MMMyHOaedULIMTOB

| Kom61HmpoBaHHble uMMyHoaedULMTbI C AedeKTOM KIeTOYHOTO 1 F'yMOpasibHOro

3BeHa

Il NmmyHoaednLmnTDbI, aCCOLMMPOBaHHbIE C CUHAPOMAbHON NaTosormen

1l NmmyHoaednLmnTbI NPenMyLLeCTBEHHO C FyMOpanbHbIM AedpekTom

\Y NmmyHopeduLmnTbl € Anucperynaumnen
Vv KonnuectBeHHble 1 KauecTBEeHHbIe AedeKTbl haroLnToB
Vi [edeKTbl BPOXAEHHOrO UMMYHUTETA
Vil AyToBOCManuTenbHble 3aboneBaHns
Vil [edeKTbl cMcTemMbl KOMMNNEMeHTa
IX ®eHokonuu MW, BbI3BaHHbIE COMATMYECKUMM MyTaLUAMMN
e IgB(CD79B); Ilo marHbIM Hans D. Ochs ¢ coaBTopamu

e A5 (IGLL1): myranua reHa IPUBOAUT
K HapyIIeHUIo OFHOIO U3 JBYX IIOJIUIIeNTH-
JIOB, BXOJSAIIMX B CTPYKTYPY CypPpPOTaTHBIX
JIETKUX ITellel IIpe-B-KJIeTOYHOro penenTo-
Pa B IpeAillleCTBeHHUKaxX B-1uMdonuTos;
e BLNK (BLNK): reH oTBeyaeTr 3a IIUTO-
IIasMatudeckuil nmporeuH (B-cell linked
protein), yyactBylomuit B auddepeHnn-
poBKe 1po-B- B mpe-B-KiieTKy IyTem nepe-
gauu curHazna ¢ BCR B KireTky;
e PIK3R1 (PIK3R1): MyTaniuu B reHe Be-
JyT K CHIDKEHUIO YUCIa IPO-B-KJIeToK.
AJl-popma nipescraBieHa JeeKToM
TpaHCcKpuninoHHoro ¢akropa E47 (TCF3).
2. IT1]I ¢ komruecTBOM B-KieTok >1 %.
Crooza souwtu [IN]] ¢ perorunom OBMH,
a taxxe XC-, AP- u All-popmamMu Haceso-
BaHUA U MHOT0OOpa3ueM y>Ke OTKPBITBIX
reHeTHYeCKUX AedeKTOB: MyTalluy B reHe
PIK3CD B BapuanTax GOF/LOF (runepaxrtu-
BalUY/TioTepu GYHKINY IOBPEXJeHHOTO
Genka), medurur CD19, CD20, CD21, CD 81,
NF B2, IKAROS, TACI, BAFF-pereriropa u ap.

(2014 rog), pactipocrpaHeHHOCTH OBUH co-
craByigeT oT 1:10 ThIC. 70 1:100 THIC. Hace-
JieHUA (B cpegHeM 1:25 ThIC.) C paBHOMep-
HBIM pacIpefieIeHueM MeXAy IOoJaMU.
HecMmoTps Ha pasHble reHeTUYECKUe IIpU-
YUHBI 32060JIeBAHUA 3TOH I'PYIIIIbI IIOX0KU
(peHOTUIIMYECKY, YTO U IIO3BOJIWIIO BBIZe-
JIUTBb UX U3 OCTAIBHOM MacChl BPOXKJeHHBIX
UMMYHOZAe(PUILIUTOB.

Kpurepuu nuarmosa:
® CHIDKEHME KOHIEeHTPAalMi UMMYHOLJIO-
OysuHOB IgG, IgA ufwm IgM B chIBOpoTKe
KPOBHU (He MeHee 2 CTaHAAPTHBIX OTKJIOHe-
HUI1 HIDKe CPeJHeTo LA COOTBETCTBYIOIIETO
BO3pacTa);
® OTCyTCTBHE M30TeMarrIloTUHHUHOB U/
WIM IUIOXOM OTBeT Ha BaKIMHAIIUIO;
e Havyaro 3a0oyeBaHUA IOCJIe ABYX JIET.

BPEMA MAHU®ECTALIUN

Y 50-60 % GOJMBHBIX ITepBbIe KINHUYECKYe
cuMIITOMbI XCA 1 APA TIOABIAIOTCA yoKe
K KOHIIy TIepBOT0O TOAA KU3HU, YTO CBA3AHO

[Mpwn cpepHen pacnpocTpaHeHHocTu NN B Poccun —
1,35 cny4yasn Ha 100 000 HaceneHus Ha ono
NMMYHOLE(PULUNTOB C ryMmoparbHbIM AedpeKToM

npuxogutca 27 %

3. [lpyrue gedeKThI aHTUTEI C HOP-
MaJbHBIM WIN MOBBIMIEHHBIM YHUCIOM
B-xieTok. Oto ITN]] ¢ pe3KUM CHUKeHUEeM
IgG, IgA, HO C HODMQIBHBIM WY IIOBBIIIEH-
HBIM copepxkanueM IgM (nedunut AID, UNG
U IIpod.), a Taroke [MN]] ¢ yHKIMOHAIbHBI-
MU HeIOCTaTKaMM aHTHUTeJ U U30JIMPOBaH-
HO — UX Ilenen.

YACTOTA BCTPEHAEMOCTU
IIporHo3upyeMas reHeTUKaMU CpefH:AA Ja-
croTa BcTpeuaeMocTy XCA B HOIyIALUNA
(1 Ha 50 THIC. HOBOPOXKAEHHBIX MAIBYUKOB)
KosebIeTcA B Pa3HbIX STHUYECKUX IPYIIIax
U CTpaHax:

e CIIA—1 Ha 379 TBIC. YeJIOBEK;

e  Bemuko6GpuraHua— 2-3 Ha 1 MJIH;

e 10T Vi3pawis (cpefy NpOXKUBAIOIIMX TaM
eBpeeB U 6enyrHOB)— 0,62 11 3,28 Ha 100 ThIC.
HOBOPOKJIEHHBIX COOTBETCTBEHHO;

e Kwurait—4,3 Ha 1 WJIH My>KYUH.

B MeHee pasBUTHIX CTPaHaxX U TaM, IJie
HeJOCTaTOYHO MPeACTaBIeHa CUCTeMa Peru-
ctpoB (enTrpanbHasa u Bocrounas EBporia,
OxHaa Adpuxka, Manaiizusa), XCA BcTpeva-
eTCA 3HAYUTEILHO PeXke, YTO OObACHAETCS
OTCPOYEHHOM JUArHOCTUKOM U NOJIMOP (-
HOCTBIO (heHOTHIIA 3a00JI€BAaHUS, A TAKIKE
OTrpaHWYEHHBIM JJOCTYIIOM HaceJIeHUA K KBa-
JUPUITMPOBAHHON MEIUITMHCKOM ITOMOIIIML.

PacnpoctpaHeHHOCTB Bcex AP popMm
araMMamIoOyJITUHEMUU B TIOMYJIAINY —
5:10 MJIH, IIPU 3TOM Ha Jie(DeKT TAKeIoun
p-LIeII IIPUXOAUTCA He MeHee 20-30 % city-
4Jaes. Jlpyrue fedeKTbl BCTPeYarTCA 3Ha-
YUTEJBHO peke. BaXKHO OTMeTUTBD, YTO 4a-
crora AP hopM araMManIoGy/IMHEMUH BBIIIIe
B TeX MOIYJLAIUAX, TIe MPAKTUKYIOTCA OIu3-
KOPOZICTBEHHbIe OPaKMU.

C IIOCTEIIeHHBIM UCTOIleHreM y pebeHKa
TIOJIy4eHHBIX Yyepe3 IUIalleHTY MaTepUHCKUX
IgG 1 HeBO3MOYKHOCTHIO BBIPA0ATHIBATh
HOBbIe aHTHUTeJIa CAMOCTOATEIBHO.

B cBA3U C UCIIO/IB30BaHUEM ITUPOKOTO
creKTpa 3¢ GeKTUBHBIX aHTUOUOTUKOB CPe]l-
HUU BO3pPACT IMOABJI€EHUA II€PBBIX KIIMHUYE-
CKUX CHMITTOMOB IIOBBINIAETCA, & IIOCTAaHOB-
KU TUarHO3a — CHIDKaeTcA (0CO6eHHO Ipu
CeMeMHBIX CIyJasx araMMarIo0yIMHEMUN).
ITo nanabiM Winkelstein ¢ coaBTopamu
(2006 r.), cpegHUI BO3PACT JUATHOCTUKU
y peGeHKa ¢ ceMe{HbIM aHaMHe30M — 2,6 I'0-
Ia, 6e3 Hero — 5,4 rozga. Y O0JIbHBIX 6e3
OTATOILIEHHOTO CeMeITHOTO aHaMHe3a araM-
MarIoOyJIMHEeMUSA Yallle BCero pacro3HaBa-
JIach B MOMEHT TOCIIUTAIM3AIIUY C TKEeI0N
IV <HeOOBIYHOM» MH(pEKIVeH.

B XX Beke cpenu OBUH Brigenanu 2
BO3PACTHBIX IMKA KJIMHUYeCKON MaHupe-
CTaluy, YTO He IOATBEePIIOCH CO BpeMe-
HeM. Celfyac cYrTaeTCcA, YTO BO3PaCT MOAB-
JIeHUsI IePBBIX CUMIITOMOB U IIOCTAaHOBKU
puar"Hosza OBMH nMeeT HopMasibHOe pac-
npenenenue (Faycca).

KITMHWYECKME CAMNTOMbI
1. TaKesbIe, MIOBTOPHBIE NH(PEKIIUU:
®  JIbIXaTeJIbHON CUCTEMBbI — CUHYCUTHI,
OPOHXUTEHI, THEBMOHUU;
®  KeJIyJZOYHO-KUIIeYHOIo TPaKTa — Jua-
peu, accoruupoBaHHble ¢ Giardia lamblia,
pOTaBUpYyCOM, CaJbMOHE/UIC30M WJIN
KPUIITOCIIOPHIHO030M;
®  OpraHoB CJIyXa (OTHUTHI).

Pexxe BCTpevaroTCs MOpaXKeHUA:
®  KOXU;
e ITHC — MeHUHIUTHI U 3HIIeaTNThI;
®  OIOPHO-ABUTaTeJIbHOTO ammnapara —
apTPUTHI X OCTEOMUEIIUTHI.

B KagecTBe BO30OyAUTeNeH IIPU JAHHOMN
¢opwme TN/l yaie Bcero BLICTYIAIOT UH-
KaIlCyJIMpoBaHHbIe 6akTepuy (Haemophilus
influenzae, Streptococcus pneumoniae, Moraxella
Catarrhalis), pexxe 0GHaPY>KUBAIOTCA CJIOMK-
HbIe B BbIfIeJIeHUY Ky/IbTyPaIbHBIMU METO-
nmamu Ureaplasma, Mycoplasma, Campylobacter
jejuni, Flexispira rapini. Oco0OyI0 OIIaCHOCTb
JU1A OOJIBHBIX araMMaryIoOyJIMHEMUSIMU
TIpe/ICTABJLAIOT SHTePOBUPYCHI (IIOIMOBUPYC,
axoBupyc, Bupyc Kokcaku). [Ipu OBIH u3-3a
T-xnetouHoro fedeKTa pasHOU CTelleH!U
BBIP2YKEHHOCTH CyIIeCTBYeT BEPOATHOCTD
OIITOPTYHUCTUYECKUX MHHEKIU.

2. ApTPUTBHI IIPY araMManIo0y/IMHEMUAN
4acTo UMeIOT peaKTUBHBIM XapakTep. x
PpasBUTHE 3aBUCUT OT aflcKBaTHOCTU 3aMe-
CTUTEILHOM Tepanuy UMMYHOIIOGYITHOM.
[TperpancdysnoHHasA KOHIleHTpauusa IgG
Gostee 8 /71 yIy4IIaeT KIMHIIECKYIO KapTH-
Hy, a 5-8 I/l — colpsXeHa C 3NM304aMU
PeLuAMBOB apTPUTA.

3. AyTOMMMYHUTET 1 UMMYHHAas JUC-
perynanua. AyTOUMMyHHbIe OCJIOKHeHUA
6ostee xapakrepHb! st OBVIH. Panee mpeg-
TIOJIATJIOCh, YTO 3TO peAiKas MaTOJIOTUA IIPU
araMMamIoOyJIMHEMUY U BOCITATITENIbHbIE
TMOpaXeHUA CyCTaBOB U KUITeYHUKA 3a4a-
CTyI0 0GYCJIOBJIEHBI TTEPCUCTEHITNEN NH(DEK-
IUOHHOTO IaToreHa. YacTp MamueHTOB
JleICTBUTEIbHO OTBEeYAIU Ha a/IeKBaTHYIO
3aMeCTUTEIbHYIO U IIPOTUBOMUKPOOHYIO
TepaIuIo Mocie NAeHTU(YKAIVY BO30yIu-
TeJIA. Y APYTOM »Ke YaCTH COXPAHAINCh HUA3-
Kast mpruOaBKa B Bece, 0OJIb B YKUBOTE U HU3-
Kue IpeTpaHCc(y3sHOHHbIEe KOHIIeHTPaluik
Ig G. OnrcaHbl CIydan KIACCUYECKOIO Te-
YeHUA PeBMATOUIHOIO U IICOPUATUIECKOTO
aprpuTta y nanueHToB ¢ XCA. JleTaabHbIN
aHAIN3 GOJBITNX KOTOPT TAKUX OOIBHBIX
TIOKa3aJL:

*  129% U3 HUX KaJIOBAJICh Ha apTPaITUU
U OTeKU CyCTaBOB;

* 18% vMey AMaTHO3 «aPTPUTY;

e 35% — COIIyTCTBYIOLIYIO >KEJIyLOYHO-
KHUIIeYHYI0 CUMITOMATUKy, IIPU 3TOM
y 10% ObLI 3aJOKYMEHTHPOBAH IUATHO3
«BOCIIAJINTEIFHOE 3a00JIeBaHIEe KUIIeTH-
ka (B3K)».

AKTHBHO U3Yy4alOTCA HepeJKue CIydan
TsDKeIbIX GopM B3K (3po3uBHO-A3BeHHBIX
u niepopaTUBHLIX) y narmeHToB ¢ XCA. OgHa
13 pabodrX BEPCHI CBA3aHA C AUCHYHKIIEH
T-mumdonuToB Ha poHe TUITOMOPHHBIX —
«caabpix» — MyTanuil Btk (yame Bcero
MUCCEeHC-MYyTalluy WIN HapylIeH!:A caiita
cIutaricuHra). ITpy aToM MOXKeT COXPaHAThCA
YaCTHYHAsA SKCIIpeccys GesIKa U 10 CpaBHe-
HUIO C KJIACCUYEeCKUM BapUaHTOM BO3MOKHBI
HECKOJIbKO OoJtee BbICOKHeE IdpbI IgM v uric-
JI0 TTeprdepuyecKx B-ruteTok. [umoMopdHble
myTtanyy Btk faror 6orree «MATKuiD GeHOTUIT
OCHOBHOTO 3a00JIeBaHUA, ¥ TOLAA Ha IIepBOoe
MECTO JyIsI Bpada OIMMO0YHO BBIXOMUT, HAIIPH-
Mep, KUIIIeYHas CUMIITOMaTHKaA.

ToBBIIIEHHYIO CKJIOHHOCTD K B3K (60-
siesHu KpoHa, A3BeHHOMY KOJIUTY) y ITaliu-
€HTOB C araMMamIO0yJIMHEMIEH CBA3BIBAIOT
C HapylIeHreM B MOHOLIUTaX (pusnonoruye-
cKoro uHru6mposanusa 6einxom BTK 6erka
NLRP3, BxozA11ero B IpOBOCIIAINTEILHYIO
uHpIaMMacoMy. DTO BefieT K THIIepaKTUBa-
LMY BOCIIAJIMTEIBHOIO KaCKa/la IIPU CTUMY-
sanyy NLRP3 sturasjaMu 6aKTepUaTbHOM
¥ BUPYCHOM IIPUPOABI U B KOHEYHOM UTO-
re — K U30BITOYHOI BHIPAGOTKe IIPOBOC-
HaMTeIFHOro uHTeperikuua 1 (MI-1p).

CI0KHOCTB BeJleHUs 00abHbIX B3K
Ha (pone ITU] eme 1 B TOM, YTO afleKBaTHAA
3aMeCTUTe/JIbHas Tepalusa He II03BOJIAeT
JOOUTHCA KOHTPOJIA HAJZL OCJIO)KHEHUEM
U TpeOyeTcs OMOTHUTETEHOe Ha3HAYeHUe
UMMYyHOCYIIPeCCUBHOM Tepalliy, 3a4acTyIo
I0A6MPAEMOH SKCITePUMEHTATIHHBIM IIyTEM.

OnmcaHo HeTUnIUYHOE TedeHHe XCA
y HalleHTOB C pelUIUBUPYIOMNM remoda-
rouuTapHbeIM JuMdoructuonuTo3oM (IJIT)
C IIepexoZiOM B PeMUCCUIO TOJIBKO IIOCIe
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363
BIQA

Puc 1. BpoHX03KTaTMYeCKoe NopaxeHne nerkmx y
fetel ¢ X-cLenneHHov arammarnobynvHemmein

AENA

Puc 2. KT-kapTiHa OPOHX03KTa30B MeLIOTYaToro
TVNa (4BYCTOPOHHEE NMOpaXKeHu e nerkumx)

y nofapocTka 15 net ¢ X-cuenneHHowm
arammarnobynuHemven.

Ppery/IpHOI 3aMeCTUTeILHOM Tepanuy UM-
MYHOIJIOOY/IFTHOM.

AyronMMyHHbIe nipossiieHysA mpu OBMH
BKJIIOYAIOT PEBMATOWIHBIN apTPUT, 60JIe3Hb
[lerpeHa, CUCTEMHYIO KPaCHYIO BOTYAHKY,
TUPEOUINT, AePMaTOMUO3UT, UMMYHHYIO
TPOMOOIUTOIIEHIYECKYIO Iy PITypPY, Ay TONM-
MYyHHYIO TeMOJIUTIIEeCKYI0 aHeEMUIO U JIp.

4. BpOHX03KTa3bI — HeoOpaTUMas
AHOMAIbHAA JUIaTanysa 6POHXOB (puc. 1,
PHC. 2), BOSHUKAIOIIAA BCIECTBHE JTUTeN b
HOTO HJ0OPOHXHUATHHOTO BOCIIAIEHUA. DTO
O[lHA U3 IVIaBHBIX IPUYVH CHIDKEeHU Kade-
CTBa U IPOAO/LKUTEIBHOCTH KU3HU, YacTOM
3a60J1€eBa€MOCTH U CMEPTHOCTHU Yy JleTei
C BPOXKJIeHHBIM Zle(peKTOM aHTUTEIONIPO-
JAyKIUY. BocnpuuMYMBOCTS K IOBTOPHBIM
UHGeKIMAM IOBbIIIaeTCA 13-3a 3aCTOA MO-
KPOTBI B KUCTO3HO-U3MeHEeHHbIX OPOHXaX,
YTO 3aMbIKaeT IaToIoruyecKuii kpyr. ITNU]]
¢ GPOHX03KTa3aMU OTJIMIAKOTCSA IPOTPECCH-
PYIOIIVIM Te4eHHeM U ILUIOXO IOANAI0TCH
JIe4eHUIO.

PeTpocrnieKTHBHbBIE UCCIENOBAHNA e1Ilje
B KOHIIe ITPOIIUIOTO CTOJIeTHA ITOKA3IU, YTO
JIydIIvie IIPeKTOPbI COXPAHHOCTU (PYHKIMM
JIETKVIX — PAaHHAA AUATHOCTHIKA U afleKBaTHAA
naToreHeTUYeCKas U IpoduIaKTUIecKasa
TIPOTUBOMUKPOOHAA Teparuisa. YacToTa Xpo-
HUYeCKOIo MOpakeH!A JeTKUX (BKJIoYas
GPOHXO3KTa3bI) IIPAMO 3aBUCUT OT BO3PAcTa
TarfyieHTa Ipy IepBUYHOM ArarHocTuke T/

30J10TOM CTAaHAAPT JUATHOCTUKY — KOM-
TIbIOTepHAas TOMOrpaus OpraHoOB JbIXaHUA.
AnTH6AKTepUATbHAS, 3aMeCTUTeIbHAA U QU-
3M0TepaIusI — OCHOBHBIE CITOCOOBI CTabu-
JIN3aLMY COCTOSHUSA U 3aMeIJIeHNA IIporpec-
ca 3abosieBaHUsA. PafVKaNIbHBINA METO/
JIeyeHUA — OllepaTHUBHOe yAaJleHHe COOT-
BeTCTBYIOIIEro y4acTKa IIpY JIOKUIbBHOM
TIOpaKeHUHU, OLHAKO BBICOK PUCK PeLl1Ba
B IPYTHX OOJIACTAX. B KpaliHe TaKeJbIX CIIy-
YasX OPOHX0IKTATUUECKOI OOTe3HU JIETKUX
TIPOBOAUTCS MX TPAHCIUIAHTAIHA.

5. OHKOJIOTMYecKHe OCI0KHeHuA. x
BepoATHOCTh I1py OB H BBICOKA: OIIMCAaHO
23-KpaTHOe yBeJlMdeHte PHUCKa Pa3BUTHA
JuM@OoMBI U 50-KpaTHOe — paKa KeJIyIKa.
A BoT pu XCA OHKOJIOTUYECKUe OCTIOXKHe-

HUA PeJKU: B cpegHeM — 1,5-6 % ciy4yaes.
Pedb uzeT IaBHBIM 06PA30M O KapITHOME
KKT y myx4un 20-40 JIeT (B HOILyIALUNA
OHa BcTpeyaeTcs rmocie 50 Jiet), 4To Tpedy-
et 6osee panHero ckpunuHra JKKT. Takke
OIMCaHbI eJUHUYHBIC CIIydYau aJleHOMBI
runodusa, IOCKOKIeTOYHOTO PaKa JIeTKUX,
0CTe0oCapKOMBI U 2 cirydas T-KjIeTouHoM’
JINM(OMBL.

6. ITprrauHbl cMepTH. B XX Beke 60Ib-
Hble yMUPaIU B MJIafieHYeCTBe OT OCTPBIX
OaKTepUATbHBIX MH(EKII U cericrica. C BHe-
JpeHueM B mpakTuky BBUI' B 1980-1990-x
rofjax CTPyKTypa JIeTATbHOCTA M3MEHIWIACh!
TMOABWINCH CIydall CMePTHU OT remaTUTa
C (KOHTaMUHAIVA UMMYHOIJIOOYJIMHA, BBO-
JuMoro nanyieHTam). OmHAaKO U 371eCh C YiIyd-
IIeHeM MeTO0B OYUCTKHU U KOHTPOJIA I0-
HOPOB IIpo6sreMa GbUIa CBeZleHa K MUHVIMYMY.
Jlo cux 1op NpUYUHAMMU JIETUIBHOIO UCX0[a
IIPY araMMamIOOY/ITHEMUSX OCTAIOTCS JHTe-
POBUPYCHL XpOHIIeCKYe 3a00IeBaHA JIETKIX
(6poHxO3KTaTH4IeCcKast 60Ie3Hb), OHKOJIOTHA,
ocnoxkrHenu B3K (nepdoparusnsle) u TTCK
TaK)Ke BXOJAT B CIIMICOK IIPUYMH TUOeIIH I1a-
[IMeHTOB C TMIIOraMMamIO0y/IMHEMUEH.

OCOBEHHOCTU OANATHOCTUKM
«30JI0TO¥» JTAGOPATOPHBIN CTAHAAPT AUATHO-
CTUKY araMMamIoOyJIMHEMUY — 5TO OIIpe-
JieJieHrie Cofiep;KaHNs IMMYHOIVIOOYJIMHOB
KPOBU, UMMYHO(eHOTUIIIPOBaHMe JTUMpo-
LIUTOB epu(epUIeCcKOr KPOBU U, B 3aKJIIO-
4YeHHe, MOJIeKYIAPHO-TeHeTUICCKUI aHAN3
(cexBeHMpOBaHUe reHa Btk mo Cenrepy npu
nogpospenun Ha XCA).

Y MyIafieHIIeB C TMUIIOTaMMarIoGyJIIHe-
MUeH U[WIH ¢ CeMeTHBIM aHAMHE30M aKTy-
aJIbHO CKPUHUHTOBOE UCCIef0BaHUe —
MLIP-nuarHocTUKa ypoBHA sKcpeccun KREC
(kappa-deleting recombination excision
circles — konbueBsle yyactku JHK, BbIpe-
3aHHBIe TP CO3PeBaHNM B-KJIeTOK U3 JIOKY-
€a, KOAUPYIOIIero Kalla-1lellb) — IPOAyKTa
peapaHXUpPOBKU B-KieTo4HOro perenropa.
Hegoporoii, Ho MHPOPMATHUBHBIN aHATIU3
TI03BOJIAET BBIABJIATh HA JOKIMHUYECKON
CTafVii BPOXKIeHHbIe TMMYyHOe(ULIIThI
¢ JepuToM B-xiieTok.

CHmxeHue ypoBHA KREC onpezesserca
Ha BCeM IIPOMEXXYTKe XU3HU JeJoBeKa
C BPOXXAEHHOM araMMamIoOy/JInHeMUeH,
II03TOMY M30JIMPOBAaHHOE BBIABJICHUE (IIPUA
HeusMeHeHHbIX Iudpax TREC) HU3KUX
nudp KREC y nanyeHTOB MYy»XCKOTO I10JIa
B CTapIlleM BO3pacTe MOXKeT CIyXKUThb Hada-
JIOM IOoC/eAyomel JUarHOCTUKY Y HUX
CTepThIX, aTunudeckux popm XCA.

B CTapTOBBIX KIMHUYECKOM ¥ GHOXUMU-
YeCKOM aHa/IN3aX KPOBU 3a4acTyIO HeT U3-
MeHeHUH, OJHAKO JI0 Hayajla 3aMeCTUTeb-
HO TepaI MOYKHO OOHAPYKUTh LIIyOOKYIO
HEUTPOIIeHUIO U IOTPAaHUYHOE CHIDKEeHUe
cofiep;KaHUA 061Iero 6esKa IUIa3Mbl KDOBU
(3a cueT ramma-ppaxiuu). OTCYTCTBHE CBA3U
HEeUTPOIeHN! C 3KcIIpeccuel Btk B KileTKax
MUeTOVTHON JINHIHY ITONTBEPXKIAeTCA Gotee
YaCThIM BBIABJICHNEM arpaHyIoOLMUTO3a Y Ia-
1meHTOB ¢ APA, yem c XCA.

JlabopatopHble kputepuu OBIH —
JedUIUT UMMYHOIIOOYJIMHOB KaK MUHU-
MyM AByX kjaccoB (IgA u IgG), a Takxke
CHIDKeHMe 0TBeTa Ha MUTOTeHbI U Hapyllle-
HYe BbIPAa0OTKY aHTUTeH-CIIeIu(pUIecKux
anTuTes. Hemocrarok wiu orcyrcreue IgM
B CBIBOPOTKE KPOBU BCTpedaeTcA B IOJIO-

BUHE CJIy4aeB, B 10-20 % 00HAPYKUBAIOTCS
a"TU-IgA aHTHTeNa. MeTOOM IIPOTOYHOM
LUTOMETPUU OIpeeAI0TCA CHIDKeHUe
YPOBHA IJIa3MaTUYeCKUX KIeTOK U U3Me-
HeHUe CD-MapkepoB co cTOpoHbI T-mumdo-
LIUTOB, TAK KaK TeHeTU4eCKuil fedeKT Ipu
OBUH npuBOAUT K HapylleHUAM UMMYyH-
HOM TOJIEPAaHTHOCTHU U AU(epeHITNPOBKY,
a Tax)kxe akTuBanuu B-mumponuTos Ha ¢o-
He nuc6ananca a¢dexropHoro T-KiIeTod-
HOTO OTBeTa.

KImHu4Yecku mIpy araMManiooyInHe-
MUAX o0pamiaeT Ha ce6si BHUMaHUe TUIIO-
wIa3uA TUMGOUTHOU TKaHU: IUMQPOUTHO-
ro IJIOTOYHOTO KOJIbIA, afeHOULO0B,
JMM(aTUIECKUX Y3JI0B.

ITpu naToMOp(dOIOrUIeCKOM UCCIeS0-
BaHUU B TUM(pOY3JIax OTCYyTCTBYIOT (HOIUIH-
KYJIBI, B ITeliepOBBIX OJIAIMIKAX KUIIeTHUKA
NIpaKTUYeCKU He OIlpeJie/IAI0TCA IUIa3MaTU-
JecKue KIeTKH.

TEPANEBTUYECKUE onuun

1. 3aMecTUTeIbHAA Tepallusi UMMYHO-
IIIOOYJIMHOM YeJIOBe4eCKUM HOPMAJIb-
HBIM — 3TO OCHOBHAA IIaTOreHeTU4YeCcKasa
Tepanus Jjid IaIueHToB C JedeKToM Iy-
MOpanbHOIO 3BeHa UMMyHUTeTa. Cy1ie-
CTBYIOT ZiBa CIIOCO0A BBeeHUS UMMYHO-
[JIOOYJIMHA: BHYTPUBEHHBIN U TOAKOKHBIMH.
BHyTpuMBINIeYHbIe UHBEKIIUU U IIPAMe-
HeHMe HaTUBHOMU IUIa3Mbl, IPAKTUKOBAaB-
muecsd B XX BeKe, He II03BOJIAJIM JOCTUTATh
U NOAJEPKUBATh aZleKBaTHYIO KOHIIEHTPa-
IIUI0 CBIBOPOTOYHOTO IgG, a 3HaUuT, He 0be-
CIIeYMBaJIM HaJlealylo 3amurTy. Jlosa
eXeMeCSIIHO BBOJUMOT0 UMMYHOTIOOYJIH-
Ha WHIUBUJYAIbHA 1A KOKAO0T0 YeIoBe-
Ka ¥ IO0HpaeTca B 3aBUCUMOCTH OT IIpe-
TpaHCchY3UOHHOTO cofepxkaHuda IgG
U COIYTCTBYIOIero NHPeKIMOHHOIO CTa-
TycCa NaleHTa.

CpelHAA CTAaHAAPTHAA eKeMeCIYHasd
no3a 0,4-0,6 r/n BBUT 0GbIYHO ITO3BOJIAET
JIOCTUYb IIpeTpaHCc(pysnoHHOro YpoBHA IgG
IUIa3MbI KPOBH 6 I/JI U BbIIIE (IIPY BbIABIIE-
HUU y NalleHTa 3HaYeHUU HIKe JaHHOU
KOHIIEHTPAIy HeoOXOAUMO Z000CIe[0Ba-
Hue, ocoberHO JKKT). OmHako HabI0AeHUS
TIOCJIETHUX JIeCATWIETUM IOKa3bIBAIOT, YTO
KoHIeHTpanus IgG 6 1)1 He MokeT obecrre-
YUTh 0XKUJJaeMyIo 3alIUTy OT MHDeKITUi
¥ CTaGIM3HPOBATh TAKYE TEKYIIVE OCIOXK-
HeHUsA, KaK apTPUT, OPOHX0IKTA3kI, Pely-
JUBUPYIOIIYE OTUTHI U CUHYCHTBI.

Orange |S ¥ COaBTOPBI IIOKA3aJIM, YTO
yBeJIM4eHe MUHVUMAJIBHO JIOIyCTUMOTO CO-
Jepxanu IgG Ha 1 T/ CHIDKaeT PUCK ITHeB-
MOHUHU Ha 27 % (IOKa3bIBas TeM CaMbIM 00-
paTHYI0 3aBUCUMOCTb KOHIleHTpanuu IgG
B CbIBOPOTKE KPOBHU OT YaCTOThI MH(EKIII),
a TaK>Ke YTO yBeJIiyeHre 6a30BOT0 COTepKa-
HuA IgG ¢ 5 10 10 /71 coKpamaeT 9acToTy
ITHEBMOHUH B 5 pa3. B IBOMHOM CJ1erioM paH-
JIOMU3VPOBAaHHOM IIepeKPeCTHOM UCCIef0-
BaHUU JABYKpaTHOe yBeJIMueHe MeCIIHON
10361 BBUT cokpaTiio 3a601eBaeMocTh € 3,5
J10 2,5 Ha MarueHTa U JUIUTeIbHOCTE 3ab0ste-
BaHUA — C 33 10 21 AHA, IPU 3TOM 4acToTa
MTOOOYHBIX PEAKIINI He YBeIMIwIachk. [Ipu
OGPOHX0IKTAa3aX eXxeMeCIIHyIo 103y BBUT
yBeTMIUBAIOT A0 0,6-0,8 I/JI, 9TO IIO3BOJIAET
VIy4IIUTH QYHKITUIO JIETKUX.

CrouT ele pas IOAYEePKHYTh, YTO IIPU
COBpeMeHHOM CTelleHU OYUCTKU CepPhe3HbIX
OCJIOXKHEHU! OT BBeleHUA aKe BBICOKUX

103 UMMYHOIJIOOYJIMHA NPAKTUYECKU
He BO3HUKaeT.

2. AHTHOaKTepuaIbHaA Tepanus (Ab)
Hapaxy ¢ BBUI' 3aHrMaeT 0CHOBHOE MeCTO
B JIeYeHUU UH(PEeKIMOHHBIX OCIOXKHEeHUN.
I[Mpu rociutanu3aiuy 6oasHOTOo TN KypC
AB-Tepanuu ocTporo UHGEKIIMOHHOTO IIPo-
1ecca 6ojiee JyINTENbHBIN, YeM Y UMMYHO-
KOMIIETeHTHBIX ITIAIIMe€HTOB: HE MeHee
6 HeZlesIb IIPY YOJIOBUU Havdasla B KpaTJyau-
mue cpoku. Kpome Toro, Ab-Tepanus Joynk-
Ha IOAGUPAThCA B 3aBUCUMOCTH OT Pe3yJIb-
TaTOB MUKPOOUOJIOTMYECKOTO UCCIeTOBAHMS
BO30yAUTeNIeH 13 ouara MHOEeKITNHU.

Bpau yacTo BcTaeT mepes BEIOOPOM:
Ha3HAYaTh JIU KOKIOMY IalleHTy ¢ Jedu-
LIUTOM aHTUTeJ NpOoQMIaKTUIeCKyIo AB-Te-
panuio? OHa, 6e3yCJIOBHO, HYKHA IIPY Ha-
JINYUY XPOHUYECKUX 04aroB MHpeKIuy,
HeperyJIApHBIX BBefleHUuAX BBUI, cruieHsk-
Tomuu npu OBMH, HO HasHauyeHUe JaHHO-
T0 JiedeHU: HOBOpOxAeHHOMYy ¢ XCA u ce-
MeIHBbIM aHaMHe30M BbI3bIBaeT COMHEHU.
VccnenoBaHus IOCTEJHYX JIET JOKA3bIBAIOT
2 PeKTUBHOCTD U 6€30IIaCHOCTh Ha3Have-
HUA IAllMeHTaM C BPOXKAEeHHBIM JedeKToM
TYMOPAJIbHOTO 3BeHa a3UTPOMUILIMHA B IIPO-
purakTuyeckux mosax (10 mMr/kr 1 pas
B ZleHb 3 1HA B Hezeio). [locieHUM COKpa-
I[aeT YacTOTy OOOCTPEHMUS 04aroB XpOHU-
YecKoM MHGEKIVH, CHIKAeT HOTPeOGHOCTh
B IOTIOJTHUTEHHBIX KyPCaX aHTUOUOTUKOB
¥ PUCK TOCIIUTAIU3AIUH.

3. TTCK u reHHas Tepanus. BosMO:XHO
npumenenue TI'CK nipu BpoxxaeHHOM Aedu-
LUTe aHTUTEJN, KaK U IIPpU APyrux ¢popmax
TINJ. OTrenbHBIe pasBUBAIOIINECA CTPAHBbI
PaccCMaTpUBAIOT JAHHYIO OIIIMIO KaK SKOHO-
MI4IecKy Oojlee BHITOZHYIO AJIBTEPHATUBY
JIOJITOCPOYHOU JOPOTOCTOAII N 3aMeCTUTeN b
HOU Tepanuy UMMYHOIJIOOYIMHOM. OHAKO
BBICOKUU PUCK TAaKUX OCJIOXKHEHUM, KaK
peaknyA TpaHCIUIaHTaTa IIPOTUB X03AMHa,
uHpEKINY, 0COGeHHO BUPYCHbBIE, U CMEPTHU
OT JIAHHBIX OCJIOXKHEHUM Pe3KO CHIDKAeT
qacroty npuMeHeHua TTCK npu arammario-
OyJIMHEMUSIX B IPYTHX CTpaHax. TeM Gosee
4TO aZileKBaTHas KOHCepBaTUBHAA Tepalus
obecrevyrBaeT yAOBIETBOPUTEILHOE Kave-
CTBO KM3HU MaI[eHTa U He HeceT B cebe
MHOXKeCTBa KU3HEYTPOKAIOITUX PHUCKOB.

MOHOTreHHOCTh Hac/IeloBaHUSA U JOBOJIb-
HO BBICOKAs 4acToTa BcTpedaeMocTu XCA
JIeJIAIOT 3TO 3a00JIeBaHMe TOAXOAAIM JJIS
Pa3paboTKY reHHOU Tepanuu. [[poBeieHHbIE
UCCIelOBaHNA Ha YKUBOTHBIX PETPOBUPYC-
HBIM BEKTOPOM ITO3BOJIWJIN TOOUTHCA 25—
50 % aKcIpeccuy GeIKa U MOBBIIIEHUS YPOB-
HA IMMYHOIJIOOYJITHOB 0 HOPMAJIbHBIX
nudp, OZHAKO aHTUTeH-CIIeTU(PUIHOTO
AHTUTEILHOTO OTBETa IOJIy4YeHO Ha MOZen
JKUBOTHBIX He OBLIO.

NMPOrHO3

C BBICOKOKAUeCTBEHHOM IIaTOreHeTUIeCKOM
Teparnuei, MHOroo6pasyueM aHTUOAKTePUATE-
HOTO JIeYeHU:I, aIeKBaTHON CBOeBpeMeHHOM
JVIarHOCTUKOM Y MEIVIIMHCKYIM COIIPOBOXKIE-
HYeM IIPOTHO3 11 GOJILHBIX C araMMariooy-
JIMHEMUEN Y OBIeTBOPUTEIbHBIN. OMPOCHI
B3POCJIBIX IAIVIEHTOB [TOKA3bIBAIOT, YTO OHU
TPYAOCIIOCOOHBI, aKTUBHBI I KAYE€CTBO X
’KU3HU 3HAYVIMO He OTIMYAeTCs OT TAKOBOI'O
B OCHOBHOW TTOTTYJISIIIVINL.

Cnucoxk sumepamypsl Haxo0umea 8 pedarkyuu
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OtneyataHo B TUNorpadun
000 «tOHWOH MPUHT»

06w Tupax 10 000 3K3.

la3eta 3apernctpuposaHa OepepanbHoii cy»60o1 no
Haf130py B chepe CBA3Y, MHGOPMALIMIOHHBIX TEXHOOTUI

1 MaccoBblx KOMMYHUKaLmii (PockomHaazop). CBUAETeNbCTBO
o peructpauum M Ne OC77-74576 ot 14 pekabps 2018 .

KaTeroqueCKm 3anpewaeTca noaHaA Ui YacTu4HaAa
nepeneyaTka matepuanos 6e3 0¢VILLI/IaJ'IbHOI'0 cornacma
pepakunn. MHeHune pefakumMn MoXeT He coBnaatb C
MHEHWEM aBTOPOB. OTBETCTBEHHOCTb 3a AOCTOBEPHOCTb
pPeKnamMHbIX o6bABNEHWIA HecyT peknamogartenu.



