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Hopozue xoanezu!

Komnrpecc mvmvynonoros Poceuu 8 HoBocu-
OUpCKe OTIMYIAETCA OT TIPEIbIIYIUX OPTaHuU-
3aIMOHHOM COCTABIIAIIEH. Bo-miepBhix, 510
KOHT'PECC IIATH UMMYHOJOTHIECKHIX OOIIIECTB
C PasHBIMHU yCTaBaMu, (DYHKIMAME U OITe-
PATHBHOH eI TETBHOCTHIO. PyKoBOAMTE M
npodeccronanbubix HKO Hy:xHO permrs
IIBa KAPIUHAIBHBIX BOITPOCA: YTO JOJIKHO
crenaTh 00IIEeCTBO A PaspaboTKy 1 BHE-
IPEHNUs B TPAKTUKY €IUHBIX KIMHUIECKIX
PEKOMEHIAIINH 110 BCEM HO30JI0TMIECKUM
dopmam 6oJIe3HEN UMMYHHOM CHCTEMbBI

M KTO U Kak OyJeT cepTuuImpoBaTh

¥ aKKPEITUTOBATD CIIEITHATUCTOB UMMYHO-
noros/amneprosnoros. Kak ciencrsue sToro,
BaJKHO, KTO Oy/IeT TOTOBUTH MEIUKO-9KOHO-
MHYECKHe CTAHIAPTBI ¥ 00CYIKIATH TAPUDBI
HA TUATHOCTUKY W JIeUeHHE GOBHBIX UMMY-
HOJIOTHMECKOTO TIPO(OUIIs B CTPAHE.

ITaparenbHO 6y Iy T HOXHATHI BOIIPOCHI

0 PEBOJIIONMOHHBIX U3MEHEHUAX B KITH-
HWYECKOH U J1ab0paTOpHOM UMMYHOJIOTHN

B CBSIBU CO 3HAYUTENLHBIM YBEITUNIEHHEM
HO30JI0TMYeCcKuX (hopM 60JIe3HeN HMMYHHOMR
cucremsl B MKB-11, ommy6iukoBanHo# B Mae
2019 r. Ha anrnwmiickoM s3bike. Ham mmpen-
CTOWT IIPOBECTHU TIEPEKOIUPOBKY 3a6osieBa-
HUU U UX IETATU3AIHUI0 B IPAKTHYECKOHN
menuiHe. KommaectBo HO30I0THYECKHUX
dopm ITU]T mocturio 380, 3HAYUTENHHO
YBEIMYIIOCH YHCIIO0 Ay TOBOCHIAIUTENBHBIX
¥ ayTOMMMYHHBIX 3a060/ieBanuii. MbI BepHy-
JIUCH K TEPMUHY «BTOPHYHBIA UMMYHOAEDH-
IIAT» B CBABH C IIHPOKHUM HCIIOIb30BAHHEM
AHTUTEN ¥ IMMYHOTOKCHHOB K ITUTOKHHAM,
periernTopaM HMMYHOKOMIIETEHTHBIX U CO-
Marndeckux kinerok, npumenenuem TI'CK
u CAP-rexHOJIOrviA. OTH IPyYIIIIbI TAITUEHTOB
TIOMHMO Bpayed, IeYaliux ux, HyKIa0TCsI
B HAOTIOIEHUH UMMYHOJIOTA.

Il omxHbI OBITH IIEPECMOTPEHBI 00pa3oBa-
TelbHbIE CTAHAAPTHI 171 Bpayeil. Heobxo-
IIMMO BEPHYTHCS K JIBYXYPOBHEBOM CITEIIITOf-
TOTOBKE: 6a30BOM (Tepamus WK IIeIUaTPU)
U CIIeMAIATeTy (MMMYHOJIOTHs/aJIepPro-
sorus). TpeGyercs 06CyIUTh IPOrpaMMBI
TIO/ITOTOBKY CIICITUAIICTOB, (hOpMy SK3aMeHa
¥ OTBETCTBEHHOCTH 00yJaromumx Kademp
yHuBepcuTeToB u npodeccuonanbubix HKO
B 9TOM BOIIPOCE.

MpsI ToATOTOBWIIH CHIEUATIBFHBIA HOMED, T10-
CBSAIIEHHbBIN MOJEKYIAPHON U KIMHIIECKOH

WMMYHOJIOTHH.
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ABS3 yci10BHO MOTYT GBITH pas/iesieHbl
Ha aBe 60.TH:IHI/Ie TpyHIbl: MOHOT€HHBIE
3a00/1€BaHMUs, B OCHOBE KOTOPBIX JIEFKHUT
JOKA3aHHBIA MOJIEKY IIPHO-TeHeTHIE-
CKHit 1e(peKT, ¥ MyIbTA(DAKTOPHATIHHBIE
(hopMBI, KOTOpBIE SBISIIOTCS COBOKYIIHO-
CTBIO OIIPpeIeJICHHbIX KIIMHUYEeCKUX U Jia-
GOPATOPHBIX IIPUZHAKOB 0e3 J0KA3aH-
HBIX T€HeTHYECKUX JeperToB (Tabi. 1).

NHOJTAMMACOMATATAN
HudaamvacomanaTii — IperCcTaBIeHbl
IPYIIIOH 3a60/IeBAHUH, B OCHOBE KOTOPBIX
JIEKUT [epeKT perenTopa BPOKIEHHOIO
nvvyswmTera 6enka NLRP3 — kpronu-
puna. Myrarua B rere NLRP3 Bri3biBa-
eT KPHOIMPUH-ACCOIIMUPOBAHHBIN ITIEPHO-
nmuueckuit cunapom (CAPS) B oxHOM 13 3
dopm: Haubosee erKas — ceMerHas
xononoBas kparusautia (FCAS, Familial
Cold Autoinflammatory Syndrome),
cpenuerssrenas opMa —

curppom Makna-Bemica (MWS,
Muckle-Wells syndrome) u Harnbosee
TsKenas hopMa — MIIaJeHIecKoe
MyJIBTUCHCTEMHOE BOCIATIATEIEHOE

CemenHaA cpefn3eMHOMOpPCKan
nuxopapgka (FMF)

KpnonupuHonatum (CAPS)

CvHppom pgeduumta
MeBasnioHaTKkuHa3sbl (MKD)

TNF-accoummpoBaHHbIi
nepruoanyeckmnin CMUHAPOM
(TRAPS)

PSTPIP1-accounmnpoBaHHbIn
cuHppom (PAID)

NLRP1-accoummpoBaHHbIin
cuHgpom (NAIAD)

AyToBOCnanuTesnibHble 3a00f1eBaHNA —

HOBaA rpynna reHeTnyeckn geTepMmmnHNpoBaHHbIX 6onesHen I/IMMYHHOI‘I'I cucTtembl

AymosocnanumerbHoie 3a6osiesaHus (AB3) — 3mo eemepoeeHHas epynna peokux, 8 OCHOBHOM 2eHeMUYeCKU
demepMUHUPOBAHHbIX, 3a60/1e8aHU, 06YC/10871€HHBIX QUCpeyAYUEl 8POXOEHHO20 38eHA UMMYHUMEMA,
NUXopadkoU U KIUHUYECKUMU NPU3HAKAaMU CUCMEeMHO20 80CNAeHUA. Taxerble hopmel 3a601e8aHUSA, KK NPasgusio,
MaHugecmupytom 8 maadeH4ecmae, bosee nezkue Mo2ym 0ebromupo8ams 80 83pOC/IOM 803pacme.

sabonesanvie (CINCA/NOMID, Chronic
Infantile Neurologic, Cutaneous and
Arthritis/Neonatal Onset Multisystem
Inflammatory Disease).

L KTMHUYEeCKOH KapTHHBI BCEX THIIOB
CAPS xapakrepHO HaIHIue yPTUKAPHON
CBINK ¥ SIU30/I0B JIUXOPAIKHU, OJHAKO BbI-
PaKEHHOCTh CUMIITOMOB 3aBHCHUT OT (DOp-
mbl 3a6oneBanus. [Ipu FCAS nmuxopamka
MOJKeT ObITh He BhIpasKeHA, KIMHUYECKHIe
NPU3HAKY PeATU3YIOTCA 3a4aCTYIO IIOCIe
BOBJIEACTBUSA X0IOAA U IPOSIBIISTIOTC

B BUJIe KOHBIOHKTUBUTA, CHIIIU U apTPaJ-
ruii (puc. 1). Jaa MWS xapakrepHo HaIu-
Yue IepUONYECKUX DIIM30/I0B JINXOPAIKH,
YPTHUKAPHOH CHINY, apTPaITuu, JuMpae-
HOIIATUH, TeraTocIuIeHoMeranuu (puc. 2).

Puic. 1. MaumeHT € KPMONUPUH-aCCOLMMPOBAHHbBIM
neproanYeckUM CUHAPOMOM: CEMeNHas Xonoao-
BadA KpanueHuua (FCAS)

Tab6n. 1. Pabouas knaccndrkaLuma ayToBoCnanuTeNbHbIX 3aboneBaHni

CnHapom
Aitkapav-TyTbepec (AGS) QAT
MpoTeacom- CuHapom
ACCOLMMPOBaHHbIN ranjioHeoCTaToOYHOCTM
cuHppom (PRAAS) 6enka A20 (HA20)
CnHgpom SAVI CuHgpom LUBAC
CuHgpom COPA Cungpom CAMPS
CnoHANNoXoHapo-
auncnnasusa (SPENCD) SHARPIN
ISG15-geduruunt HOIP, HOIL-1

.t o

IHHEJIMATPA
clOLHA

CHEUMAANSNPOBAHHAS TASETA
AN TIEAVNATPOB

Puc. 2. MNayuneHT ¢ KPMONMpPUH-acCoLMMPOBAHHbBIM
neproAnYeckUM CUHAPOMOM: CVHAPOM
Makna-Bennca (MWS).

A — ypTukapHas cbinb, b — otek [13H, B — npu3Ha-
K1 ruapouedaniiu, acenTnyeckrx o4aros B BeleCTBe
rofIoBHOrO MO3ra, [ — runepemus KOHbIOHKTUB /a3

S5Y)

Cnnppom DIRA PFAPA
XpoHunyeckunin
CuHgpom DITRA HebaKTepuasnbHbIN
octeommenut (CNO)
CnHgpom DADA2 CuHpgpom bexueta
CuHppom Majeed CuHppom SAPHO
Cherubism Mogarpa
NLRC4/MAS Cunpgpom Ctunna
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AyToBocnanuTtenbHble 3ab0feBaHNA — HOBasA rpyrnna reHeTUYECKN eTEPMUHNPOBAHHDBIX
6onesHenn UMMYHHOW CUCTEMDI

(2] lpu camoii samenoii opme
cuazppoma — CINCA/NOMID —

JIAXOPa/iKa U BHICHIIAHUA HOCAT IIOCTOSH-
HBIN XapakTep, KpoMe TOTo, IJIf 9TOTO BHAA
3a60/1€BaHUH XapaKTePHbI TOPAKEHIe
LIEHTPAIHHON HEPBHOM CHCTEMBI C PA3BUTHU-
€M MeHWHT09HITe(haInTa, THAPOLedaIny,
IIopakeHue I7Ia3 B BUJle YBEUTA U BACKYIH-
Ta razHoro gHa (puc. 3). ¥ Bcex 60IbHBIX
Pa3sBHBaETCI aMUJIONI03 BHYTPEHHUX
OPraHOB, B IEPBYIO OUYepens IOYeK, C pas-
BUTHEM IIPOTPECCUPYIOIIEH IT0THOPTaHHON
HepocraTouHocty. [ Beex dopm CAPS
XapaKTepHBIMU SBISIOTCT HEATPODUIb-
HBIH JIefko1nTo3, moesimenue COJ, CPB,
ceiBoporouHoro amunouzna A. Jlna MWS
u CINCA/NOMID xapaxrepHo Hamn4ue
HEUTPO(UIBHOTO IIHTO3a B IUKBODE.

Puc. 3. MNauneHT ¢ KpMONMPUH-acCoLMNPOBaHHbIM
nepuognyecknum cuHgpomom: cuHgpom NOMID/
CINCA.

A — [ecTpyKTUBHbIN apTpuT, b — nuuesoi gncmop-
duzm

Hawub6omnee xopoIro u3y<IeHHBIM U JaBHO
W3BECTHHIM 3a00JI€BAHUEM H3 TPYIIIIbI
ABS3 sBusercsd cemeiiHas CPeIN3€EMHO-
mopckas auxopanka (FMF, Familial
Mediterranean fever), passuTue KOTOpOi
CBA3aHO C HAIMYHUEM MyTallui B TeHe
MEFV, konupyrolieM NUpUH, UMEeT ayTo-
COMHO-PEeIleCCUBHBIHM THII HAC/IEJOBAHHUS.
Jna FMF xapakrepHo HaIuuue IIeprOIU-
YeCKHUX aTak, COIIPOBOKIAIOIINXCA JTHX0-
Pankoi, apTpaNTuAMU, MHAITHIMH, TAKKe
HaJIHdye CePO3UTOB, YeM 00yCIOBIEHBI
JKATI00BI MAITHEeHTOB Ha 60/1u B Ipyau U a6-
JOMHUHATHHEIE GOJIH.

Ilns gpyroro saboneBaHus —
IHPHH-ACCOITHHPOBAHHOIO AyTO-
BOCHATIHTEIHLHOTIO CHHIPOMA C HEH-
TpodmasHBIM gepmaro3zom (PAAND,
Pyrin-Associated Autoinflammation with
Neutrophilic Dermatosis) xapaxrepen
ayTOCOMHO-ZOMUHAHTHBIH THII HACIE[0Ba-
HUsfA. B KIMHIYECKOU KapTHHE 0TMEeYaoTCs
HEeATPOUILHBIH 1epMaTo3 ¢ 00paso-
BaHWEM OOIIMPHBIX KOKHBIX 1e(eKTOB,
ImeproaudecKas TUX0PagKa, apTPaITUH,
MUAJITHH U IPOSBIECHIUSI MUO3UTA.

Cunapowm nedunura MeBaJIOHATKHHA-
361 (MKD) mmeer 2 ¢popMBI: CHHIPOM TH-

nepummyHOTIoOyauaemun D (HIDS,
hyperimmunoglobulinemia D syndrome)
u 6oJiee TAKeIyo (POPMY — MEBAJIOHO-
ByIo anunypuio. Pagsutue cungpoma o6y-
cioBieno myranusavu B reie MVK, koqu-
pyioleM MeBaJIoOHATKHHAZY, HACIeAyeTC
110 ayTOCOMHO-PEIIeCCUBHOMY THILY.

I g narHOTO 320071€BaHUA XapaKTePHbI

neprogHuUecKue TUXOPaLKH, ChIb, dHTE-
POKOIHUT, apTO3HBIH CTOMATHT, TUM(O-
nponudepaTUBHBIH cuHAPOM (pHC. 4).

Puc. 4. MNaumneHT ¢ cuHgpomom aedurunta mesano-
HaTKuHa3bl (MKD)

A — adTO3HbIN cTOMATHT, b — CbINb Ha PpoHe NPUCTY-
na, B — yBennueHue weiHoro numdoysna

Bo Bpewms npucryna B KpOBH 0TMEYAIOTCS
nmetiroruTos, moesineraue COD, CPB, coi-
BopoTouHoro ammnouzaa A. s taxenon
dopMbI 3a60neBaHuT XapaKTEPHO ITOBBI-
ILIIeHHe MEBAJIOHOBOM KHCIOTHI B MOY€

BO BpeMsi [IPUCTyIA.

TNF-acconuunpoBaHHbII HepHoOgHIE-
ckmii cuaapom (TRAPS) paszsusaerca

B pe3yJIbTaTe MyTallu{ B TeHe pelentopa
®HO-a — TNFRSF1A, nacnenyercs

10 ayTOCOMHO-JOMUHAHTHOMY THIy. My-
TAHTHBIN PelenTop HaKaIlIuBaeTcsa BHY-
TPHX KJIETKH, U 9TO IPUBOAUT K yBeIUde-
HUIO CHHTEe3a IPOBOCIAIUTEIbHBIX ITUTO-
KUHOB BCJIEICTBUE aKTHBALIMH CHHTE3a
AKTUBHBIX PAAUKAIOB KHACIOPOAA

¥/WIY HEeTIOCPEeICTBEHHOHN aKTHBALNY HH-
diramMMacomsl.

Iz TRAPS xapakxTepHbI IeprogudIecKue
JIHUXOPAJKH, ChIlb, APTPUT/APTPAITUH,
6011 B MBIIIIAX, IEPUOPOUTATBHBIE OTe-
xu (puc. 5). Bo Bpema npucryna B KpoBu
neiikoruros, nmosbinienre COI, CPB, cui-
BOPOTOYHOTO aMuiIouza A.

Puc. 5. CyctaBHOM cnHapom y naumenTa ¢ TNF-acco-
LUMPOBaHHbIM Nepriognuyecknm cuigpomom (TRAPS).

NLRP1-accommnupoBaHHBIN ayTOBOC-
HaIATENbHBIH CHHIPOM C apTPUTOM
u aguckeparosom (NAIAD) — sro 3a60-
neBaHue, 00yCIOBIEHHOE MyTAlleH B TeHe
NLRP1, nacnexyemoe 1mo ayTocOMHO-/0-
MUHAHTHOMY THUITy. JIJIf JaHHOTO CHHAPO-
Ma XapakTepHbI HAJTU4Ke TUCKeparosa,
aJIoTeIy, IIOMyTHEHHE POTOBHUIIHI, a TaK-
JKe yMepeHHas CHCTeMHAs BOCIAIUTENb-
Has aKTHBHOCTH B BUJe HEPETYIAPHBIX
SIIHU30JI0B JTUXOPAIOK U apTpura (puc. 6).

= /]

Puc. 6. [lnckepato3 y naumneHta ¢ cuHgpomom NAIAD
( NLRP1-accouumnpoBaHHbIM ayTOBOCNaNUTENbHbIM
CYHLPOMOM C apTPUTOM U ANCKEePaTO30M )

Jleuenne nupIaMMacomManaTui B oc-
HOBHOM CHMIITOMATHYECKOE, B JIy4IIeM
caydae — antunuTokuHoBoe. [laas FMF
[IpenapaToM [epBOi JINHUU SBJISETCI
KOJIXUIUH, B CIIy4ae Pe3UCTeHTHOCTH
mokasaHa Tepanud uaruduropom MJI-1.

¥ nanuentos ¢ MKD u CAPS (MWS,
CINCA/NOMID) rax:xe ucromb3yeTcs
repanusa uaruouropom MUJI-1. ¥ 60nbHBIX
¢ TRAPS Bosmo:xHO TpEMeHEeHNe HHTHON-
topa penentopa PHO-o — sranepriemnta,
B ciy4dae Hed(p(PeKTUBHOCTH — WHTHOUTO-
pa WJI-1, rax:xe ectb nanubIe 06 sdhdex-
THUBHOCTY MOHOKJIOHAJIBHOTO aHTUTENa

K perentopy MJI-6.

MOHOTEHHbIE MIHTEPOEPOHOMATUNI

I TUTMA

Cunapowm Aiikapau-T'yreepec

(AGS) — aT0 mosmurenHoe 3a6oeBaHue,
cBsa3anHoe ¢ nedexramu 7 reuos (TREX]I,
RNASEH2B, RNASEH2C, RNASEH2A,
SANHD, ADAR, IFIH1), MmyTamuu B KOTO-
PBIX IPUBOASAT K PA3BUTHIO JAHHOH IIATO-

JIOTHH, YTO [IO3BOJIAET BBIIEIATD 7 THIIOB
3aboneBanud. AGS gaire Bcero Hacieny-
€TCs [0 AyTOCOMHO-PEeI[ECCUBHOMY THILY;
B HEKOTOPBIX CIIydasx 3a00IeBaHue MOMKeT
HACJIEeA0BATHCS 10 8y TOCOMHO-[OMUHAHT-
uoMy Bapuanty. Ixa AGS xapaxTepHbI
sHIedantonaTys, MbIIIeYHAs JUCTOHNS,
KaubIuduKanys 6a3albHbIX TaHIINEB

B BeIL[eCTBe TOJIOBHOTO MO3Ta, JINXOPasKa,
[IOBBIIIEHHE 0CTPO(A30BBIX MAPKEPOB
KPOBU, IUTOIIEHNS, IIOBBIIIEHUE YPOBHSI
uHTEp(EepoHa 0. B CHMHHOMOSIOBOM KU~
KOCTH.

Cunapom Cuararona-MepreHa
(SMS) — sT0 peaKoe ayToOCOMHO-IOMH-
HaHTHOe 3a60JIeBaHNe, B OCHOBE KOTOPOTO
mesxut myranus B redax [FIH1, DDX58.
B knunuueckoi KapTuHEe — KApIHAOBACKY-
JIApHBIE 3a00JeBAHN ¢ KATbIIA(pUKAIIMEH
a0pThI, OCTEOMIOPETHYECKHUE TIPOABICHHUS,
3yOHBIE W CKEJIeTHbIE AHOMAJIUH, TICOPHa-
THYECKOE TTOPaKEeHIe KOMKH.

IIpu mpoTreacomM-acCOMHPOBAHHBIX
cuaapomax (PRAAS) nabaonaercs
Hapyirenue (QyHKIIUN CUCTEMBI «IIpoTea-
coMa — MMMYHOIIPOTEacoMa», MPOAYKThI
Jerpasamnyu 6eIKOB HAKATIIUBAIOTCS

B KJIETKE U JOMIOJHUATEIHHO TIOMEYAI0TCA
youkBuTrHOM. Hakorienne moanyouk-
BUTHHHUPOBAHHBIX OEIKOB yCyTy0IseT
KJIETOYHBIH CTPECC W CIIOCOOCTBYET IIPOo-
gykumu IFN I tuna. [Ina PRAAS xapax-
TEPHBI YPUTEMATO3HOE TOPAKEHNE KOKH,
MaHHUKY/IUT, TATOAUCTPO(US, APTPHUTHI,
MUAJITHA, TeIaTOMETaJIus, CIIJIeHOMeTa-
Jus, KanbliuuKanys 6a3anrbHbIX TaHTIH-

€B B BeII[eCTBE TOJIOBHOTO MO3Ta, JIUXOPa/I-
K4, TOBBIIIIeHHe 0CTPO(a30BhIX MAPKEPOB
KpoBu (puc. 7).

Puc. 7. MNauneHT c NpoTeacom-accounmnpoBaHHbIM
cuHgpomom (PRAAS)

SAVI — ayrocoMHO-TOMHHAHTHOE 3a60J1e-
Banmue ¢ MyTtanuei B rere TMEM173, xo-
IUPYIOIIEeM CTHMYJISATOP TeHOB HHTEpde-
poua (STING — stimulator of interferon
genes), IPUBOAAIIEE K AHOMAIHLHOMY
ycuieHuio akruBHocTH 6enka. [laa SAVI
XapaKTepPHbI BACKYJIONATHSA C (POPMHPO-
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Puc. 8. Backynut ¢ opmrpoBaHMeM raHrpeHbl y na-
umeHTa ¢ cuHapomom STING-accoLmmpoBaHHO Ba-
ckynonatum (SAVI)

BaHWEM TaHTPEHbI, HEKPO30B, SPUTEMATO-
3HAas ChIllb, HHTEPCTUIMAIbHAA 60IEe3Hb
JIETKUX, apTpasrud, Tuxopanaka (puc. 8).

Jleuerne nnTepepononaruii I Tuna mpo-
BOJUTCS C UCIIOJIB30BAHNEM HHTUOUTOPOB
JAK-xkuHasbI.

PENIONATUN

Pemonatuu — rpynna reHeTHYECKHX pac-
CTPOMCTB, HHUIIUUPYEMBIX IIPH KOHTAKTE
nuranga ¢ TNFR1, uro ciocob6erByer us-
OBITOYHOH IIPOLYKIIMHA OCHOBHBIX IIPOBOC-
namurenbHbix murokunos (MJI-1, NJI-6,
®HO). ITpumepom nogo6HBIX PACCTPOHUCTB
CIIy:KUT CUHPOM TaIlIOHEI0CTATOYHOCTH
6enka A20 (HA20) — ayTocomHO-m10MHU-
HaHTHOe 3a00JIeBaHUe C MyTalluei B reHe
TNFAIP3. Ins HA20 xapaxTepHbI peru-
JUBUPYIONTUH CTOMATUT, A3BbI TeHUTAJIUN;
KOKHBIM, CyCTaBHOU CHHIPOM, KOJIUT,
JIUXOPAJKa, TIOBBIIIIEHNE 0CTPO(PA30BhIX
6eJIKOB KPOBH, IIOJIOKUTEIbHBIA TUTP

ayroaurturein. TepanesTuaeckuit s derT
oJiy4eH Ha )OHe aHTUIIUTOKUHOBOM Te-
panuu unruburopamu PHO, NJI-6, NJI-1
HUJIN C IIOMOIIBIO TPAHCIIIAHTAITUHU I'eMOII0-
srudeckux cTBoM0BLIX KieTok (TT'CK).

Hawub6omnee yacTbiM HeKIaCCHMUAIIPYEMBIM
MOHOTEHHBIM 32060JIeBAHUEM SBIIAETCS
nedpumur ADA2 (DADA2) — ayTocom-
HO-peleccuBHOe 3ab0IeBanue, IPUINHA
roroporo B mytaruu reaa CECR1. Bo-
JIe3Hb UMEET TPU (DOPMBI KIMHIIECKUX
[IPOSIBIIEHUIN: COCYAUCTYIO, TeMAaTOIOTH-
geckyio u ummyHopeduiur. CocynueThiin
(heHOTHI BBIpAKAETCA B BACKY/IUTE,
JIUXOPAIKe, HEBPOJIOTHYECKUX, KO-

HBIX IIPOSIBJIEHUSX, & TAKIKE HHCYIbTAX.
Antn-©HO-repanus sBisercs Tepamnnei
BBIOOPA /U1 TAIIMEHTOB C COCYAUCTHIM
denorunom DADA2. UmmyHOMOTHUECKHE
npoasiaenud DADA2 nmeroT ryMopanbHbIH
THII ¥ HAIIOMHUHAIOT OOIIYI0 BapuabelbHy0
VMMYHHYIO HEIOCTATOYHOCTh. JledeHue
OCHOBAHO Ha BHYTPUBEHHOM BBEJE€HUHU
MMMYHOTJIO0Y/INHA B CIIy4ae PeIruinBy-
pyromux uHpeknuii. 'emaromoruueckue
npusHaku DADA2 aBigmo0TCa TPETHUM OC-
HOBHBIM IIPOsiBJIeHHeM. JacTo BCTpedaroT-
Cs1 IATONIEHUH, 0COOEHHO AHEeMUS U JIeH-
gKonenus. EnquncreeHabM 9d)(peKTHBHBIM
BHJIOM JIEUEHUS TeMAaTOIIOTHIECKOrO0 BapH-
anra DADA2 sasnsercs TT'CK.

MYNbTUOAKTOPUATIbHBIE 3ABOJIEBAHUA
Hawub6onee n3BecTHBIM BAPHAHTOM MYJIbTH-
dakTopuanbHOro 3a00I€BAHUAS ABJISETCI
cuaapom Mapmanna (PFAPA). Knunau-
geckue npoapiaenud cuagpoma PFAPA 3za-
KJIOYAIOTCA B IEPUOJUIECKUX JIMXOPAIKaX
C CHMIITOMaMU IIOPaXeHUusd BEPXHUX OTAe-
JIOB PECIIMPATOPHOTO TPAKTA, C HAYAIOM
3aboseBaHusA B paHHEM Bo3pacrte (puc. 9).
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Puc. 9. MaumeHT c curapomom Mapluanna (PFAPA)

B remorpaMme 4acTo 0TMeUAarOTCS JIEHKO-
LATO3 C HEUTPOQUIBHBIM CIBUTOM, IIOBbI-
menne COI. [l KynupoBaHus MpUCTyIIa
TIPUMEHSIOTCA TIIOKOKOPTHEOCTEPOUIHI
(TKC), a pairKaIbHbIM CIIOCOO0OM JIEUSHUS
SBJISIETCA TOH3UJIISKTOMUS.

XpoHHYECKH HEOAKTEPHATbHBIN
ocreomuesur (CNO) — npyras gacras
dopma mynbTudarropuanbubx AB3,
XapaKTePU3YeTCs PeNUIUBUAPYIOIINMHU
oyaramMu KOCTHOM JIECTPYKIUH, Yallle B Me-
Tadusax JIUHHBIX TPYOYATHIX KOCTEH
(puc. 10). ITaTrorenes cBsizan ¢ HemocTa-
TouHoCcThiO Bhipaborku WJI-10, mHapymre-
HHEM ITUTOKMHOBOTO (GasIaHca, THIIePIIPO-
nykruein ®HO, NJI-6. Jleuenne CNO
sritouaet B ce0s HIIBII, I'KC, cynbdaca-
nasuH, Mmerorpercar, nHruburopsr PHO
u 6ucocoHaThI.

Taxum 06pasoM, ayTOBOCHAIUTEILHBIE
3a00J1€BaHUS ABIIAIOTCS HOBOM IPYIIIION
60s1e3HEH UMMYHHOU cucTeMbl. mero-
mpecs B HACTOSAII[ee BPEMSA BO3MOKHOCTH
TIO3BOJIAIOT BepUUIHPOBATH JUATHOSHI,
OTKPBIBATh HOBBIE TOPHU30HTHI IIATOTEHE3a

Puic. 10. MaumeHT C XpOHNYECKM HebaKTepurasibHbIM
octeomuenutom (CNO)

¥ IOA0HPATh COOTBETCTBYIOIIYIO TAPTET-
HYIO T€PAMUIO C JOCTHKEHUEM COCTOSHUSI
pemuccun. To, 4To He Tak JaBHO HOCHIIO
Ha3BaHUA «JIUXOPAKA HESICHOTO reHes3a»,
«aTUMUYHOE 3a00/IeBaHNe COeIUHUTE I b-
HOU TKAHW», «Heau(epeHIupOBaAHHOE
BOCIIAJIMTENIFHOE 3a00/IeBaHNe KUIIIEUHH-
Ka» ¥ [IPyTHEe Pa3MbIThIE JUATHO3bI, IPH-
obpeTaeT oIpeeIeHHOe OYepTaHue, Co-
OTBETCTBYIOIIUH IIPOTHO3 ¥ BO3MOKHOCTD
IUTAHUPOBAHUSA CBOETO OymyIero u Oymy-
11ero cBoew cembH. [lmarnocruka, a Takke
JneyeHue manueHToB ¢ AB3 momxHb nMeTh
KOMILJIEKCHBIN IIOAXO0J, UYTO W SBJIAETCS
MYJIbTHAUCIIUIIMHAPHON 3a/1a4el 60b-
III0TO YKCJIA CIIEI[UAIMCTOB: IeIuarpa,
peBMarosora, UMMYHOJIOTa, HEBPOJIOTa,
opronena, JIOP-epaua, ogpransmosora, re-
HeTHKA, peabuInuToIora U Bpadeid MHOTHUX
JIPYTHUX CHEITUATIBLHOCTEH.

Cnucok aumepamyput Haxodumcs
8 pedakyuu

Bxogut

B o6Aa3aTefibHble

CTaHAapTbl AMArHOCTUKMU
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«[letn — abConoTHbIN NPUOPUTET.
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JTO TOUKa OTCYeTa ANA BCeEX YNpPaBJIEHYECKNX pemeHmM»

[nasHeIt 8HeWMAamHalit cneyuaaucm no npobaemam OuazHOCMUKU U iedeHud BUY-uHgekyuu [lenapmameHma

30pasooxpaHeHus Mocksel, pykosooumess MocKo8CK020 20pOOCK020 UeHMPa NPOoGUIaKmMuUKU U 6ope0bl

co CTVfJom [I3M, 0.m.H. Anekceli V3pauneguy Masyc — 0 HayuoHAIbHblx 0CObeHHOCMAX iedeHuUA demedi ¢ BUY

U BO3MOXHOCMAX, KOMaopeble HeJ1b3A yNnyCcmuime.

— Anekceii HWspamneBud, pmaBaiite
mayHem c¢ nudp. Croabko ceromHs
B Poccuu nereii c tmarmosom « BUY-un-
dexnua»? U kakoBbI IIaBHbIE IIPUIU-
HBI 3200JIEBAEMOCTH CPEIH AeTein?

— B Poccun exeromHo permcrpupyercs
okono 1000 HOBbIX ciayuaeB BUY-undex-
uuu cpenu nered. M3 HUX MOJIOBBIM IIyTeM
U 4Yepe3 BHYTPUBEHHOE BBeJleHUE HAPKOTHU-
KOB 3apakarorcs 0koao 25 %, mpu rpyobix
HapYIIEeHUAX MEeIUITUHCKUX TeXHOJIOI‘I/Iﬁ —_
€MTUHUIB], 8 IPAKTUYECKU TPHU YeTBEPTU UH-
dunmpytorces B pesyibrare mepemaun BY
or marepu pebenky. O6Iee YUCIO KUBBIX
nerei, poxxnenabix BUY-unbunmpoBaHHbI-
MU JKEeHIIHUHaMH, cocTasisger oxoso 15000
B rox. Ilo mamHBIM OHUIMANBHBIX CTATH-
CTHUYECKUX (POPM, paACYETHBIM IMOKA3ATENh
pucka mepuHaTanbHOM nepenadn BAY-un-
ek B HAIIIEH CTPaHe B IOC/IEHUE TOIbL
cocTaBigeT 4yTh MeHsIe 5 %. [Ipu aTom co-
BPeMEeHHbIEe MEJUIITMHCKHUE TEXHOJIOTUHU B CO-
YEeTaHUU C HAYYHO BBIBEPEHHBIM MEKTUCITU-
INIMHAPHBIM IIOAXO/0M ITIO3BOJITIOT CHUSUTH
JAHHBINA IIOKA3aTelb 0 YPOBHSA PA3BUTHIX
crpas — 1-2 %.

HUA U 1epeKThI OPraHU3aI[MOHHOTO WX Ha-
YYHO-TEXHUYECKOTO YPOBHA, a 6GaHaIbHOE
mosaHee obpaleHre KeHIUH 38 MeIUIHH-
CKOM ITOMOIIIBIO, YTO MHOTOKPATHO YBEINIH-
BaeT PUCK 3aPayKeHUs ILIOJA.

MockBa ABISETCA B OIPEIEIEHHOM CMBbIC-
Jle 3a0KHUKOM IPO6GIeM COBPEMEHHO-
IO W YCIIEIIHOTO METAIoJINCA — YPOBEHb
3[PABOOXPAHEHNsI, TOTOBHOCTH OKa3aTh
B JI000M POAMIBLHOM [OME BBICOKOKBAJIU-
¢unuposannyo momomb BUY-undwurm-
POBAHHOH KEHIUHE MPUBJIEKAIOT B HAII
TOPOJI JKUTEJBHHUI] IPYTUX PETHOHOB, YACTO
13 HeOJArOIOMyYHBIX COIUATIBHBIX TPYIIIL,
17151 KOM()OPTHBIX M YBEPEHHBIX POJIOB.

Bepemennas sxeHIMHA — 3TO CBATOE, C €€
TIOSABJIEHHEM Ha II0pOTe JI000T0 MeTydpek-
IIeHHs — & 9aCTO 9TO IPOUCXOUT B HAILIIEM
IIEHTPe — OKa3bIBAeTCA ITOIHBIH KOMILTIEKC
Bcel HEOOXOAMMOH IIOMOINM, HAaIpas-
JIGHHOW Ha TO, 4T00BI OymyIuii pebGeHOoK
6611 370poB. IToaToMy Hy:XHO ITOHHMATB,
gro pmeru ¢ BUY B ocHOBHOM poskgaroTcs
y TexX JKEHIWH, KOTOpble B HEOOXOIUMOU

KoMnnekcHbIN NoAXOo4 MOCKOBCKOIO 3[1paBOOXPaHEHNS
B peanv3auumn Nporpammbl NPOPUNaKTIKN
NePVHaTaNIbHOrO 3apakeHrA NO3BONMN fOOUTLCA

B 99 % cnyJyaeB poXaeHWA 300POBbIX AeTein

y BUY-mHMUMPOBaHHBIX XMNTENbHNL, Meranonmca.

KoMrmiekcHbI#i TOAX0 MOCKOBCKOTO 37pa-
BOOXPAaHEHUA B peaausalliy MIPOTPaMMBbI
pohUIAKTAKN TIEPUHATAIBHOTO 3apaike-
HHUA TMO3BOJMI no0uThea B 99 % ciydaes
poskneHus 310poBbix nereit y BUU-undu-
ITUPOBAHHBIX KUTEJIBbHUI] MEraroJjauca.

K comamenuio, ocraercsi OZHOIPOLEHTHASA
BEPOSATHOCTh «BEPTHUKAIBHOH» Iepefadn
supyca. Ho aTo ToT mopor, Kotopsiii coBpe-
MEHHOE 37[paBOOXPAHEHNE IIPEO0NIETH ITIOKa
HE MOKET — C y4eTOM IIeJIoro paja (haxTo-
POB, K KOTOPBIM OTHOCATCH HE TOIBKO €JI¥-
HUYHBIE CJIyYau BHYTPUYTPOOHOTO 3apake-

Mepe He MPOILIN MPO(PHIAKTHIECKAX Me-
ponpuATHHA. IJTO IpPEXIE BCETO CTpaja-
oue HapkoManueid. VMeHHO moaTOMy
BUY-undunupoBanable HECOBEPIIEHHO-
smeraue B Poccuu — 5TO B OCHOBHOM JI€TH,
ocraBmipecs 06e3 IOMEYEHUs POIUTENEH.
Marepu OT HUX OTKA3bIBAIOTCS WJIM HEPEJI-
KO IIPOCTO YMUPAIOT U3-38 HAPKO3aBUCUMO-
cru u nporpeccuposanus BUY. Muorue
MOMaal0T B MeCTa 3aKII0YeHud. A IeTH
ocralTci OpOIIeHHBIMH, |, KOHEYHO,
B 9TOM CHUTYyaIlUHW IIPOCTO HEKOMY AyMaTb
06 WX CBOEBpPEMEHHOM JedeHuu. Takrosa
nevanbHas PeasbHOCTb.

MoskHO HA3BaTh PETHOHBI C HAUOOIBIIUM
KOJIMIEeCTBOM  JeTeU-CHPOT, HMeIOIIuX
BHUY: sro Upxyrcras obmacts, Canxt-Ile-
TepOypr, Kemeposckas, Camapckas, Opesn-
Oyprckas obmactu. IIpu sToM B cTpane ecthb
IIOJTHOIIEHHbI€ BO3MOMHOCTH B3ATH IIPO-
6J1eMy IO TIOJHBIA KOHTPOJIb. OTO BOIIPOC
[IPUOPUTETOB.

— W xaxumu 3xe J0/LKHBI GBITH IIPHO-
purersi?

— K cuacreio, ectb UCTHHBI, He TpeOy-
IOIFie IIePEOCMBICTIEHHS: IIPUOPUTETHAS
LIEHHOCTh — 9TO KAYEeCTBO JKUBHU KAXKIOTO0
pebenka u ero Oymymiero. Ha crpanumax
JAHHOTO IPOeCCHOHATIBHOTO H3TaHUI 9TO
JOJUKHO 3By4YaTh CO BCEH OYEBHUTHOCTHIO.
BUY-undunupoBaHHbie 1eTH, BHIHYK/ICH-
Hble eKeAHEeBHO IIPpUHUMATHL JIeKapCTBEH-
Hble IIpernaparbl, KAk HUKTO HYy)KIAIOTCA
B 'KM3HHU B 00IIeCTBe, KOTOPOE HE OTBOAUT
UM W30JIMPOBAHHOE MECTO B IpyIe 00Jib-
HBIX [eTel, a abCOTI0THO OTKPBITO AJIA pe-
aIM3aIuy caMoro APKOro MOTEeHIHaia, KO-
TOPBIA MOKET OBITH y KA I0TO pebeHKa.

Hecmorps Ha TO, uro Poccus o6ramaer
aJeKBaTHOM IIPaBOBOM 6a3oi, mpemycma-
TpUBAIOIel YTOJIOBHYI0 OTBETCTBEHHOCTH
3a IOCTABJEHWE B ONACHOCTH 3apaKeHUs
u 3apakenue BUY-undexmueii, mpomoi-
JKAETCST TUCKYCCHUSL O BO3MOYKHOCTH MUHU-
MU3ALKU PUCKA UH(MUIUPOBAHUS pebeHKa
IIPH TPYAHOM BCKapMJIMBAHUHU, KOTOPOE AB-
JISIETCS KIII0UEBBIM (DAKTOPOM «BEPTHKAIIb-
Hol mepemaun» BUY u mo sroil mpuunsze
UCKJIKYaeTCd B IIHUBUJIN30BAHHOM MUpe
6e3 Kakux-1160 oroBopok. JKenaunue cpas-
HUTH HAIILy CTPaHy ¢ aQPUKAHCKUM KOHTH-
HEHTOM, r/ie UMeIOT MeCTO OYeBHUHbIE IIPO-
6s1eMbl, TaKHe Kak 0eJHOCTb, HEKaueCTBEH-
Has OUTheBas BOJA U OTCYTCTBHE JOCTYyIIa
K IIOJTHOII€EHHBIM MOJIOYHBIM CMECAM, BbI-
3bIBAaeT HeJOyMeHMe. PaBHO KaK M HOIBIT-
KM WCIIOJIB30BAHUA YIbTPATHOEPATLHOM
PUTOPUKH IPO «CAMOCTOSTEIBHBIA BBIOOD
JKEHIIUHBD» B yIep0 3/10pOBbI0 pebeHKa.

Jetn — abCOMIOTHBINA IPHOPUTET, TOIKA OT-
cdeTa B IPUHATHUY BCeX yIIPABIEHUYECKHX pe-
mieHui. Bosee Toro — aHanu3 He peneHHBIX

% B CTATUCTUMECKME NOKASATENN MEZMLIMHCKOM NOMOLLLY AETAM,

BO/IbHbIM BUY-MHOEKLIMEA*
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Poceuw o1 22.03.2018 1. No15-3_10_2-1811 «0 3abonesaemocTn BUY-uHdexumn y aeteit»
*** 0bLiee YNCN0 NALVYEHTOB, C Y4ETOM MHOTODOZHUX, MOAYYHBLIVX MEAWLIMHCKYIO NIOMOLLIb B OPraHU3aLWAX 3APaBO0XPaHeHUA roposia Mockeb!

Ho Bor B uem cerogus Obuia ObI O4EHb
[oJIe3Ha OIOJHUTENIbHAd, 0ojiee BHHUMA-
TelbHAsd KOOPAWHAIWI, TaK 3TO B OPTaHU-
3alUy TapaHTUPOBAHHOTO [OCTyIa, PaB-
HBIX BO3MOKHOCTEH JJI9 POCCUMCKUX JTeTel
¢ BUU-undexuei kK D0OTHOIIEHHOH, COBpe-
MEHHOM MeIUKO-COITHATIbHOM TTOMOIITH.

CucreMa IpUHATHS Bpave0HBIX pEIIEHHUH,
OTBETCTBEHHOCTH B 9TOH 30HE JOJLKHBI ObITH
€IMHBIMH TI0 BCEH CTpaHe. JTO TO, YTO JIeH-
crBuTeNbHO Tpebyer yrmdurarmm. Ceromus
poccriickoe BpaueGHOe CcoobIIecTBo, padbora-
oree ¢ BUY-uHQUIMPOBAHHBIMEA IE€THMH,
VBBL, JIUIIIEHO HTOTO KIIFOUEBOr0 HHCTPYMEHTA.
Kiunryeckue npoTokosb! 1o jedenno BIY
Yy IeTedl BapUATUBHBLI B KU3HEHHO BaKHBIX
KaTeropusix — HAIPUMEP, B JOIyCTHMBIX
Mepax HUCIOJIb30BAHUS TOKCHYHBIX Iperapa-
TOB W IIPUMEHEHUs HEKeJIaTebHbIX KOMOM-
HAIMH, B [UANA30He HOBEUIIMX PaspaboTOK
¥ HOBBIX 3aPETHCTPUPOBAHHBIX [IPENIAPATOB.

JI0 HACTOSAIIET0 BPEMEHU 3afad B 0061acTu
reguaTpuu IIOAHUMaeT Cepbe3HbIe BOIIPOCHI,
Kacaloluecs CIeluaIu3UpOBaHHON Meu-
IIMHCKOM IIOMOIIK U B3POCIBIM 6OJIBHBIM.

— AnTHpeTpOBHpYCHAA Tepamnmus,
o Koropoi BrI ceiiuac ckazamm, mpen-
CTaBJIAET COGOH CIOKHYIO U KOMILIEKC-
HYIO CXEMy JIEYEHHS. JTO HECKOJIHKO
Ta6/IeTOK, KOTOPhIe HEOOXOIMMO IIPH-
HHMAaTh 10 Tpex pa3 B neHb. Hesepo-
ATHO CJIOJKHO OOBACHHUTH 3TO PEGEHKY,
H ellie CI0KHEee TapaHTHPOBAaTh, 9TO OH
TOYHO GyIeT HEYKOCHHTE/IHLHO COOJIXO-
aTh TaKyI0 cxeMy JedeHusd. B ocoGen-
HOCTH €C/Th Pe6EHOK 13 He0JIarono/ryd-
HO# cembH... Kak 6b1TH ¢ 9THIM?

— 910 JEUCTBUTEIBHO HEeIIPOCTOH,
HO TPH BTOM CHCTEMOOOPA3YIOIIUH BO-
IIpoc, UMeIONUH MHOKEeCTBO H3MepeHUH.
Bpang n1u kro-TO CcraHer cHOpUTH ¢ TeM,
YTO MOAJEP/KAHNE KAYeCTBA KU3HU PeOeH-
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Ka SABJISETCS HEeOOXOIUMOM MEPOH ero ke
samuTbl. OY4EeBHUIHO, YTO COKpAIlEHHE KO-
JInm4yecTBa IPUWHUMAaEeMBbIX IIperapaToB U UC-
TI0JIb30BAHKUE COBPEMEHHBIX CXEM JIEUEHUST
¢ MUHUMAJIBHBIMY [T000YHBIMHY 3¢)eKTamu
TIOJIO}KUTENBHO OTPAKAETC Ha KadecTBe
SKUBHU U CAMHX JIETeH, U WX POIUTENEH,
0COOEHHO €eCTH pedb HUAeT O HebIarormo-
Jy9HOH KPOBHOM CeMbe WJIN IIPUEeMHOH.
B npaxrurke Mockosckoro nenrpa CIIN]L
€CTh Macca IPHMEPOB TOrO, YTO YCIIell-
Has CONMANU3AIUA AeTel (BbIHYKICHHBIX,
TIOBTOPIO, €KE[HEBHO MPUHUMATHL JIeKap-
CTBEHHBIE Hpenapa'rm) BO MHOT'OM 3aBHCUT
OT TOrO, €CThb JIU Y HUX OOCTYII K II€PCOHU-
dunupoBaHHOMY JIEKAPCTBEHHOMY O6ecrie-
yenuio. JleTu, cocrodiiye y HAC Ha ydere,
06eCeYnBarOTC IPEK/Ie BCETO YI0OHBIMI
B IpHeMe KOMOMHMPOBAHHBIMH IIperapa-
TAM{ TIOCJAEMHEr0 IIOKOJEHUs, KOTOPhIE
3aKyTAIOTCSA B TOM YHCIIE 38 CYET TOPOCKO-
ro 6romxera. Mbl crapaemcs 00eCIEUHUTH
peskuM «omHa TabJeTKa B AE€Hb» I BCEX

IOIIMI  II0CIe0BATENbHOM TpaHchopMma-
MM W WHTEHCU(DUKAIINU CIICIUATIU3H-
POBAHHBIX TOCYAAPCTBEHHBIX IPOrPaMM,
MOAIEPIKKN TPAKIAHCKOrO obiiectBa. Mbl
CTOJIKHYJIMCH C T€M, UTO OJHUM U3 BAIKHEMU-
mux «000CTPAIINX» (PAKTOPOB B pelle-
HUU 5TOHU PO6JIEMBI ABISETCS OTCYTCTBHUE
B peruonax 3Haunmbix HKO, conposo:xna-
IOIUX KaHOIUOATOB B IIPHUEMHbBIE POOUTETIN
U CeMbH, yiKe MPUHIBIINE Ha cebs 9Ty OT-
BETCTBEHHOCTbD.

IIpu sToMm ecTb psAf BeChbMa AKTUBHBIX U 9()-
(PEKTUBHBIX POCCUICKUX CTPYKTYP HA 3TOM
TpeKe, U MCKPEHHE JKab, YTO UX AEATENIb-
HOCTB I10 HENIOHATHBIM IIPUYHUHAM HE OXBa-
TeiBaet npobiemy BUY-undeximm y nereit.
B wmrore Takoii crparermueckuil AyA rocy-
JIApCTBa BOIIPOC IIE€PEIOBEPSETCs, 10 CYTH,
b0 apUAUPOBAHHBIM C 3apy0eKHBI-
MU U MEKIyHAPOAHBIMU TPAHTOAATEIIAMHA
HKO c cobcrBenHol IOBECTKOM IHS, OO
HeOOJIBIINM IPYTIIaM SHTY3HACTOB.

KOHTUHIEHT JIETEH,

1.

Jlety ¢ AuarHo3om “BUY-undexuua”,

cocroswye Ha yyére 8 MI'LL CMUJ, yen. / va 01.04.2019

JETH-CHPOTBI
319

Bcero Ha yyére B MIL, CIUA
3a Becb nepuog Habntoaenun (c 1987 r.), ven.

* LleHTpbI COAGICTBUS CEMEIHOMY BOCTUTAHMIO

BO/bHbIX BUY-UHDEKLIMEH, B MOCKBE

YCbIHOBAIEHHE
46

neTeﬁ, KOTOPBIM II0 MEAUITUHCKHUM IIOKa3a-
HHAM MOHO €ro HasHa4vaTh.

W ecnu yx MBI yIOMAHYIH IPUEMHBIE Ce-
MbH, CUATAI KpaiHe BaKHBIM OOPATHUTH
BHHMAaHNe Ha TO, YTO aKTUBHOCTDH YCBIHOB-
nmenusa Hamux gered ¢ BUY nampamyrio
CBs3aHA HE TOJBKO C YPOBHEM I'DaMOTHO-
CTH B3POCJIBIX B OTHOIIEHWH 3TOTO 3a60-
JIEBaHUS, HO U CO CTEIEHBIO COIUAIBHOMN
TOAEPKKU. B YacTHOCTH, NMOTEHITHANTB-
HbI€e POOAUTETIHN XOTAT 6I)ITI) YBEpPEHHI B ra-
PaHTHPOBAHHON MEIWUITMHCKOH IIOMOIIH
u obecrieyeHun aereidl HEOOXOMUMOM CO-
BPEMEHHOH crenuduiecKkold Tepamuer.
Wwmenno rorma oHu 6€3 OMACKH U OXOTHO
NPUHUMAIOT pelieHne 00 YCHIHOBICHUH
WU OTIEKe.

— Hepeako ot Takux neTei 0OTKa3bIBA-
IOTCA WIH OOATCA IeJIaTh UX II0-HACTO-
AIEMY YaCThI0 CEMbH. ITO OOJIbIIAA
TpaBMa I JeTeidl U OXHOBPEMEHHO
OYeHb cephbe3HasdA OOIIEeCTBEHHAs IIPO-
osema...

— OCHOBBIBAsICb Ha MHPOBOM H POC-
CHMCKOM OIIbIT€, MOJKHO CKa3aTb, 4YTO,
KAk U BCe JIeTH, Hy’KIAIOIIHecs B ITOBBI-
meHHoM BHuUMauwH, netr ¢ BUY momxubl
YyBCTBOBATbH Ce0s B COI[ULYyME €CTECTBEHHO.
A Takyo BO3MOMKHOCTb — JABYX MHEHHUMH TYT
OBITH HE MOMKET — JaeT TOJILKO CeMbs. JTO
NIPUHIIMOHAIBHAS IO3UIAS TOCyAapCTBa
W, B 4acTHOCTH, MOCKBBI — OTCTAHUBATh
0e3yCIOBHBINM IIPUOPUTET CEMbH B BOIIPOCE
BOCIUTAHWS JeTed. B mamHOM Hampasie-
HWH BEJIeTCS YPE3BhIUANHO OTBETCTBEHHA,
TsiKenas COBMeCTHas pabora 3apaBooxpa-
HEHHS, COIMAILHBIX PAOOTHUKOB, IIEIAro-
TOB, COIMAIFHO OPUEHTHPOBAHHBIX HEKOM-
mepueckux opranusanuii (HKO).

Ho noxa crarucruka purcupyer B Poccun
NpUOIIIKAOIeecs: K THICIYE YHUCIO Je-
reii-cupor ¢ BUY-undexruneii, oueBuaHo,
YTO BIIEpPEAM elrle OOJBIION IyTh, TPeOy-

— Ceililyac MHOTO TOBOPAT O AETCKHX
U MOAPOCTKOBBIX TPEHHHTax mo ¢op-
MHPOBAHHMIO IIPHUBEP;KEHHOCTH Tepa-
IHHA. ITO CMOKET CTATH MEHCTBEHHBIM
HHCTPYMeHTOM, Ha Bamr B3risan?

— He mo6oroch MOBTOPUTH 3TO eIle pas:
Ha MOU B3IVIAJ, JeTeH Haao IIPEKIe BCETO
HOpMaJIbHO, KQYEeCTBEHHO JIEYHUTH, Ha3Ha-
yasi coBpeMeHHble >(EeKTUBHbIE U 0e3-
oracHble mpenapaTtbl. IMEHHO 5TO JOJIH-
HO 6I)ITI) CaMbIM aKTyaJIbHBIM IIPEeIMETOM
00ECIIOKOEHHOCTH #  (POKYCOM YCHJIUH.
Tem He MeHee, 3a4acTyi0 BMECTO, Kasa-
J10Ch GBI, OYEBHIHOTO PEIIeHWs — OaTh
JeTAM CcaMoe JIydIllee — Mbl CJIBIIIAM
PasroBOpbl 0 HEOOXOAMMOCTH IIOBBIIIATH
NPUBEP/KEHHOCTh 334 CYET PA3IUIHBIX
IIKOJI M TPEHUHTOB. ¥ BEPEH, eCJIh IIperia-
PAaThI IIOX0 MTEPEHO0CATCA, d(PPEeKTUBHOCTD
TAKAX MEpPONPHUATHIA OyJeT OCTABATHCA
KpaiiHe HU3KOH.

KOHB‘-IHO, 9TO HE O3Ha4daeT, 4YTO Pa3bACHU-
TeJbHAsd pa60Ta C 1eTbMH He uMeeT CMBIC-
na. Ho IIPH 3TOM HH B KOEM CiIy4dae HeJIb3d
IIOAMEHATH PeJIeBAHTHOE JIeYeHHnEe [eKJia-
PaTUBHBIMU UHUILIUATUBAMU.

— K Bompocy o moaxomax. HemasHo
ObLIH O0HAPOJOBAHBI PE3Y/JILTATHI HO-
BOTrO 9KcIiepuMeHTa 1mo jJedennto BUU,
craprosasuiero B 3am6un u IOAP nrects
JeT Hazax., YdJeHble IPH3HATIH €ro
uTOru mpoBaJbHbIMH. Kak 3T0 MOskeT
noBiauATh Ha MmuposBble aHTHCIINA]L-
IporpaMmsI?

— JlevicTBUTENBHO, HA KOH(EPEHIUN
CROI B Cusrie crenuaaucTsl MIpeacTa-
BWIH JAHHBIE 0ECIIpereeHTHOro 0 Mac-
mrafy HAyJHOTO JKCIEPHMEHTA, HA3BAB
ux «HEYyTEeUINTEJIbHBIMU». HaHOMHIO,
YTO B HMCCIIeOOBAaHUU IIPUHAJIN YydacCTHue
MUJUIMOH YeJIOBEK, KOTOPBIX Pa3IesuiIn
Ha TpU Tpynnbl. B mepBoil Bcex TECTHPO-
Bamu Ha BUY exeromHo m B ciydae Iio-
JIO}KUTENHOM PeaKIuu Tpefaraiu He-
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MeZyieHHOe JsedeHue. Bo BTOpo#l rpymnme
aHaIN3bl JeJald BCEeM, OJHAKO TepaIluio
TIPeIOCTaBIAIN B COOTBETCTBHH C HAIIHMO-
HaJTbHBIMU PEKOMEH/IAITUAMU, IPUHATHIMHA
B 9THX CTpaHax. Tperhd rpymmna crana KoH-
TponbHOH. CIycTda TPH roma CTaao SCHO:
U B IIEPBOH, W BO BTOPOH TpylHax YUCIO
HOBBIX CJIy4aeB II0 CPABHEHUIO C KOHTPOJIb-
HOU CyIIECTBEHHO CHHU3WJIOCH, OKa3aJI0Ch
npubnusurensHo HA 30 % MeHbIle, OJHAKO
TIPU STOM CTATHCTUYECKH 3HAYHUMBIX pas-
JIWYUH MEeKAy IIePBOM M BTOPOH TpyIIIaMu
B MCCJIEIOBAHUY BBISIBIEHO He OBLIO.

®daKTUUECKH JaHHbIe, OQUIMAILHO MPEJ-
CTaBJIEHHbIE HAYYHON OOI[ECTBEHHOCTH,
CTABAT II0J] COMHEHNe KJI0UYeBOe I0JI0XKe-
aue upuHATod OO0BEIUHEHHOH IpOorpam-
moit OOH mo BUY/CIIUly (FOHDUJIC)
u BcemupHO# opraHusanuei 31paBooxpa-
HEHUs CTPaTeruy, NeKIapupyioliee Heoo-
XOAMMOCTH MAKCHMAJIHHO PAHHETO W IIOJI-
HOTO 0XBaTa 60IBHBIX aHTHPETPOBUPYCHOM
Tepanuei B IeJIIX COKPAIeHUs YUCiIa HO-
BBIX ciayuaeB BUU-undexnun.

BesycioBHO, B umeaNbHBIX YCIOBHIAX,
NIPU MPAKTUYIECKH HEOTPAHUYEHHOM OG-
JKeTe Ha B8aKylNKy aHTHPETPOBUPYCHBIX
IpenapaToB, paHHee HAYAJI0 TePAlluU CHU-
JKAeT PUCKH BOSHUKHOBEHHA PAJA OCIIOXK-
nennii Teyenuss BUU-underuu. Yro xe
Kacaercsi MPUMEHEHUs NPUHIUNA «BbIi-
BUJI — JIEYH» C TOYKHU 3PEHUA COKPAIEHUI
HOBBIX CIIy4aeB 3apasKeHHs, TO 00CYsK/IaB-
mrasgca BO3MOKHOCTH MAacCIITa0MpPOBaHUA
JIOKQJIBHOTO  HAYYHOTO  DKCIIEPUMEHTa
ellle IIECTh JIeT Ha3aJj BbI3bIBAJIA CIIPABES-
JIUBBIE COMHEHHUS Y BEAYIIHUX SKCIEPTOB.

YBepeH, 4TO BO MHOTHX CTpaHaX pe3y/bTa-
TBI JTAHHOTO KCCJIEJ0BAHUA 3aCTAaBUIU OT-
BETCTBEHHBIX JINI] 3a[yMaThCI 0 HE0OX0Iu-
MOCTH II€PEOCMBICTIEHUA TEKYIIET0 IIOAX0a
K JIEKAPCTBEHHOMY O0ECIIEYEHHIO GOIBHBIX
BUY-undexueit, 0TONTH OT MOJIUTHA3UPO-

Bpuctoa-Manepc CkBn66:

Mbl BMecTe paboTtaem
AAS NALUEHTOB

bpucrtoa-Mamnepc Ckerbo cumtaet

CBOEW MMCCHEM OTKPbITUE,

PA3PABOTKY M BbIMYCK HA PbIHOK

MHHOBALMOHHbIX MPenapdadros,
NMOMOTAKOLLIMX MAUMEHTAM
NPEOAOAEBATH CEPbE3HbIE
3000AEBAHMS.

3TO TO, 4TO Mbl AEACEM.

310 TO, no4vyemy Mbl 3TO AEAdEM.

BAHHOM IIOBECTKH IHS B IOJIb3y O0BEKTUB-
HOCTU U PAlIMOHAJILHOCTH, B II0JIL3Y UHIH-
BUIyaJIU3UPOBAHHOTO IIPEOCTABIEHUA Ka-
YeCTBEHHBIX U COBPEMEHHBIX IIperapaToB
HYKIAIONIUMCS B JICUEHUU.

— BsImosnaraere, 9To He Bce r100ab-
HbIE IPOrpamMMbI MOTyT ObITH 3¢ dek-
THBHBI B HAIIUX YCJOBHAX?

— BaxHO yuwTBIBATH BCIO CHEIHPHUKY
SIMEMUOIOTUYECKOM CHUTyallid, TeHe3WC
3a60JIeBAEMOCTH, OCHOBHBIE TPYIIIIBI PUCKA
u 1.1 1 B KasKq0il cTpaHe 9TH MMOKA3aTeln
3aMeTHO pasHATca. MbI JalleKu OT MBICIH
HasbIBaTh YepHoe Genbmv. Curyanuio B Poc-
cun B orHomennu BUY-vH(eKun Hembss
HasBarh 6naromnory4noit. Ho mpu aToMm, eciau
OIUPATHCA HA OOBEKTUBHBIE JaHHbIE, CerOfl-
Hfl [TOKa3arenb nopaxensHocts BUY-ungexk-
mueit B Poccuu (kak cpenu mereit, Tak u cpe-
mu B3pocnbix) coorBercTByer CIIA (0,6 %)
¥ OH HIKe, YeM B HEKOTOPBIX €BPOIIEUCKUX
crpanax (manpumep, [lopryramunu). Taxk :xe,
kak u B CIIIA, y Hac ects Hanbosee U HAUMe-
Hee POOIEMHbBIE PETHOHBI.

3mech ymecTHO ckasaTh, 4yTo u Coequuen-
uoie llraTel, u crpansr Sananuoi EBpomnst
peanusyroT HaAIIUOHAJIBHBIE IIPOTpPaMMBbI
nporusoxeticreua BUY-undexnuu cornac-
HO BHYTPUIOCYJApPCTBEHHBIM HHTEpPeCcaM.
IIpu sTOM B cuiy craryca cTpaH — OCHOBa-
Teneir BecemupHO# opraHusanuu 31paBooX-
panennsa u OpraHusanuu O0bEIUHEHHBIX
HAaIUi OHU (DOPMUPYIOT HA CBOUX YCIOBUAX
[JIO0ATIBHYIO TIOBECTKY THS M MEKIYyHAPO/-
HbIE 0053aTeIhCTBA B PAMKAX JOCTHIKEHUS
menw 110 nipexpartenuto srugemun CIIN ] a.
B roit :xe mepe sro oTHOCcHTCH K Kuraro
¥ TOJKHO OoTHOCHTHCA K Poccuiickoit Pene-
pauuu. BesycioBHbBIE ycriexu KOMITTIEKCHON
paborsi o mporusoaericrsuio BUY/CIIU Ty
B OOJIBIIMHCTBE PErMOHOB HAIIEH CTPaHbI
¥ CTAOWIM3AIUSA TEMIIOB IIPUPOCTA HOBBIX
ciyyaes BUY-uH(peKIUU MO3BOAAIOT CMO-
TPeTh B GyAylee ¢ OITUMHI3MOM.
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BO3MO>KHOCTV MMMYyHOAMArHOCTUKN TYBepKynesa y geten
C aTonMyecknmm 3abonieBaHNAMM

[lo 0aHHeIM BcemupHOU opeaHuzayuu 30pagooxpaHeHus, 8 Mupe exe200H0 3aboiesaem mybepkyie3om 10,4 MIH
yeniosek [1]. Okoso 1 MJIH HoBbIX CrTyyaes 3a60/1e8aHuUa duazHocmupyrom y 0emed 0o 15 nem. B pasHeix cmpaHax
Ha 0o/1t0 0emel npuxooumca om 3 00 25 % obuwje2o yucia 3aboneguiux mybepkynesom [2]. B 2016 200y nokazamerio
3abonesaemocmu mybepkynesHol uHgekyuet 8 PO cocmasusi 11,5 Ha 100 meica4 0emcKo20 HaceneHus.

B
bopnc
MowceeBny
BIOXWH

3asedytoujuli Kagedpoli NoUKAUHUYecKoU U Heom-
J10XHOU neduampuu neduampuyeckozo pakysemema
OrbOyY BO «Poccutickuli HAUUOHAIbHbIU UCC/Ie008a-
mesnbckul MeduyuHcKul yHusepcumem um. H.W. Mupo-
208a» MuH30pasa Poccuu, npogheccop, 0. M. H.

Oxasanue MPOTHBOTYOEPKYIE3HOU TOMOIIH
IeTaM HalpaBIeHO HA paHHee BBIABJICHUE
TyOepKyIe3HOH MH(EKINH U [UCIIAHCEePHOe
HAOJIIO/IeHre TAIMeHTOB B TPYyIIaxX PHCKa
u 60TIBHBIX TyOepKyIeaoM autl. CyIiecTByoT
nBa 0a30BBIX METOfa JUATHOCTHKH TyOep-
KyJie3HO# WHQEKIUH y AeTed U MOgpOCT-
KOB — II0 Mepe 00paIleHus 1 BO BpeMs Ipo-
dunakTHyecknx 0cMOTpoB. CKPHUHUHTOBBIE
PoPOCMOTPHI HA TYOEPKYJIe3 y AeTeH U 1Mo-
poctkoB, cormacHo Ilpwkasy Munsgpasa
Poccun ot 21.03.2017 Ne 124H «O6 yTBep:x-
JIeHUH TIOPSITKOB U CPOKOB IIPOBEIEHUS IIPO-
prnakTHYECKMX METUIMHCKUX OCMOTPOB
TPaKIAH B IEJIAX BBIABICHUA TYOEpKyIe3a»,
MIPOBOAATCA CIAEMYIOIIMM 006pasoM: AeTsIM
o0 7 Jer — WMMYHOIHATHOCTHUKA IIPOOOL
Manty; ¢ 8 no 14 mer — HUMMyHOAWATHO-
cTuka c npumeHenueM [[uackunTecra®, ¢ 15
1o 17 mer — uMMyHORMarHocTHKA J{rackuu-
tecroM® u dyrrooporpadus.

Cormmacuo mocnemuuMm mamubmv [9, 10, 27,
29, 30, 53-55], BHyTpHKO:KHAs ITpoba ¢ mmpe-
maparoM JluackuHTecT® IIPEBOCXOIUT IIPO-
6y Mauty ¢ 2 TE mo 4yBCTBUTEIHHOCTH
u crermdrasocTy. JluackunaTtect® BBOAMTCA
BHYTPUKOKHO U BBI3BIBAET Y JIUII C TYOEPKY-
JIe3HOU WH(EKIMeH CIern(pIIecKyio KO-
HYIO PEeakI[Hio, KOTopas SBJIAeTCAd IIPOsBIIe-
HHEeM THIIePIyBCTBUTEILHOCTH 3aMeIJIeHHO-
ro Tuna. ¥ i, BakIuHUPOoBaHHBIX BIIFK
¥ He UHQUIMPOBAHHBIX MHUKOOAKTEPUEE
tybeprynesa (MBT), peakius Ha mpemapar
HuackunuTect® orcyrersyer [10, 31].

B pesynbrate wmccnemoBaHMil yCTAHOBIIE-
HO, 4yT0 Ipemapar JluackmnTtecT® HeTOKCH-
4eH, He 007a7aeT CeHCHOWIU3UPYIOUHUMU
cBoiictBamu, Oesomaced [10]. B mpuxasze
Munsnpasa Poccuu or 29.12.2014 Ne951
«O6 yTBEPKIEHUH METOJHMUYECKUX PpEeKO-

MEHAUUA TI0 COBEPIIEHCTBOBAHUIO [Ha-
THOCTHKH H JIEYEHHUS TyOEepKyJesa OpraHoB
IBbIXaHUs» [JAHbI PEKOMEHJAIMH O IIPO-
BEIEHUH [ONOJIHUTEIHHO BHYTPHUKOKHON
mpobsl ¢ mpemaparom uackuaTect® c 1e-
IbI0 U PepeHIUaATbHON  [UATHOCTUKN
MOCTBAKIIMHAIBHON ¥ HH(MEKI[MOHHOH aj-
mepruu. C 2017 roga, cormacHo IIpukasy
Munsapasa Poccun ot 21.03.2017 Ne 124H
«O6 yTBEp:KIEHIH TIOPSIAKOB U CPOKOB IIPO-
BeIeHHUsA MPOPUIAKTHIECKUX MEIUIIMHCKIX
OCMOTPOB TPaKAAH B IEJIAX BbIABICHUS
TybepKynie3a», ¢ 8-IeTHEr0 BO3PacTa CKPH-
HUHT Ha TyOepKy/I1e3Hyl UH(EKIHO y 1e-
Tel U MOAPOCTKOB IIPOBOAUTCS C ITOMOII[BIO
Huackunrecra® [32].

Beino obenemoBano 450 nereit B Bospacre
5-15 mer. IlanmenTs! pasmeneHbl HA OCHOB-
HYI0 ¥ KOHTPOJBHYIO Ipynibl. B ocHOBHYyIO
TpymiLy Bouutu 288 maiueHTOB C aTonude-
CKON OpOHXHAJIBHON aCTMOM, YCTAHOBJIEH-
Ho#i cornacuo kputepusm GINA, c rerxum,
CpPeIHeTS:KeNbIM M THKEIbIM TedeHueM
[46-48], c UHTEPMUTTHUPYIOLUM U TIEPCU-
CTHUPYIOIIAM Te4YeHUEM aJlJIEPTUIECKOT0
PHUHHTA W aTOINYECKUM IEepMaTHUTOM JIeT-
KOU M CpeJHEeH CTelleHH TAKeCTH, KoTopas

P

[po6a Makty 21

unu (6enox CFP10-ESATG60, 2 mxr), oreHka
pesyJbTaTa OCyIIecTBIAIach yepes3 72 yaca.
MMMmyHOIHMArHOCTHKA B OCHOBHOU TpyTIIe
6buta mpoBenena 132 marmientam 5-7 seT
u 156 mamuenTam 8-15 ser. Bee mammeHTbI
C aTONMYECKMMH 3a00eBAHUAMHA HAXOIH-
JIACh B COCTOSTHUH KJIMHUYECKOH PEMICCHH.

IIpoBenennoe obcremoBaHue — IIOKA3aIo,
uro wuHpuuposanue MBT B ocHOBHOI
rpymme ormedeno y 47 (16,4 %) nanueHToB
C IIOJTIOKUTENbHBIMH Pe3ylIbTaTaMK IIPOOBI
¢ ATP B crangapraom passenenuu (Genox
CFP10-ESAT®60, 2 mxr). ITampenram ¢ mosto-
JKUTEIbHBIM (mamysa 6oee 5MM) pesysbTa-
ToM 1mpob6el ¢ ATP B cranmaprHOM pasBeze-
HUY IIPOBENEHO yIIyOIeHHOe 00CIeoBaHue
C KOMITBIOTEPHOM TOMOrpadueil TIpyIHOH
KJIETKH, 9YTO II03BOJIWIO IHATHOCTHPOBATH
HaJIMYMe aKTUBHON TyOEpKYJIe3HOH WH(EeK-
uun y 4 (1,4 %) nanuenros 8-15 mer.

¥ 43 (14,9 %) naiueHToB yCTAHOBIEH BBICO-
KW PUCK Pa3BUTHA aKTUBHOIO TyOEpKysesa
(maTentHas Ty6epKyse3Had WH(MEKINA), UM
[IOKA3aHO HAQIIOJEHNe B TIPYIIIe AWCIAH-
CEPHOrO0 y4eTa B IIPOTUBOTYOEPKYIE3HOM y4-
PEXKIEHNUHN 110 MECTY JKUTEIbCTRA.
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Puic. Pe3ynbtaTthl CpaBHUTENBHOM MMMYHOAMArHOCTVKI NaLMEHTOB OCHOBHOW rpynnbl (C aTonu-
YecKMM 3a601eBaHUAMM) C KOHTPOJIbHOM, p > 0,05

onenuBanach no mrane SCORAD. B kom-
TPOJBHYIO TIpymny Bourtu 162 marumenta |
u II rpynmbr 3710poBbs 6€3 ATOIMMYECKHX 3a-
6OJIeBAHMIA.

B paf6ore poBoiiack cpaBHATENBHAS OLIEH-
Ka 9(pheKTUBHOCTH BHYTPUKOKHBIX METOIOB
MMMYHO/IMATHOCTHKYA C  HCIOJIB30BAHUEM
TybeprymuHoBOM Tpobbr ¢ 2 TE IIIII-JI
u 1pober ¢ ATP (amurepren TyGepryme3HbIH
PEKOMOMHAHTHBINA) B CTAHAAPTHOM pasBefe-

TaxwuM o6pasoM, B OCHOBHO# IpyIIne AeTei
8-15 mer BBIABIEHHE AKTUBHOIO TyOep-
Kynesa cocraBuwio 1,4 %. B rpynme pereit
5-7 mer ou He 3adukcuposas. [lo pesyin-
TaraM MIPOBENEHHOH HMMYHOAMATHOCTUKH,
y 83,7 % nereit OCHOBHOI IpymIibl (C aTOIH-
yecKkuMu 3abosmeBanusaMu) u y 88,3 % mereit
KOHTPOIBHOM Ipynns! (6e3 aTonuIecKux 3a-
6oneBaHu) C IONOKUTEILHBIMI U COMHU-
TENbHBIMH pPe3yIbTaTaMU TyOepKyIUHOBOMH
npo6sr ¢ 2 TE IIIIJI-JI peakmus na mpoby

¢ ATP B crampaprHOM pasBeneHuy 6ObLIA
OTpHIIATETHHOH, YTO, BEpPOATHO, CBUIE-
TEIBCTBOBAIO 00 OTCYTCTBHH B OpraHU3Me
IeTell Pa3MHOKAIINXCI MHUKOOAKTEPHI
TyOepKyie3a U MOBBIIIEHHOTO PUCKA PA3BH-
THS AaKTUBHOTO 3a60JIeBAHUS TYOEPKYI€30M.
TTonosxurensHbIi pesyabrar mpobsr ManTy,
BEPOATHO, ObLII 00YCIIOBIEH HATMIKMEM Y Pe-
6eHKa MH(PEKITHOHHOTO UMMYHUTETA.

Ilokasana sKoHOMHUYECKasa 3(PPEeKTHBHOCTD
npumenenus mpoosl ¢ ATP mma maccosoro
CKPUHHUHTOBOTO 00CIeqoBaHusI Ha Tybep-
KyJIe3HYI0 WH(MEKIUIO JAHHOM KATerOpuu
ZeTeil BCIEICTBHE OTCYTCTBUA HEO0OXO-
IUMOCTH TIPOBEIEHMs KOMILIEKCA IOTOJ-
HHUTEIbHBIX JUATHOCTUYECKHAX IIPOIELyD
IUIS yTOYHEHHWs Xapakrepa TyOepKyJInHO-
BOU YyBCTBUTEIBHOCTH U IIPOBEEHU IIpe-
BEHTHBHOHU xumwmorepamnuu. [lo pesymabra-
TaM TPOBEJEHHOT0 HCCIENOBAHUS MOMKHO
cles1aTh BBIBOJ, YTO HCIIOIb30BAHNE HHHO-
BaIlMOHHBIX METOIOB PAHHEH [UATHOCTHU-
KM TyOepKyJIe3HOM HHQEKIUU II03BOJIAET
OCYIIIECTBIATh nuddepeHIMpPOBaHHbIN
OX0]] K 0TOOPY B TPYIIIBI PUCKA JIUIT, KO-
TOPBIM HEOOXOUMO IIPOBEICHUE YTy OIeH-
HOTO 00C/IeZIOBAHUA W IIPEBEHTHBHOU XHU-
MHoOTepanuu. ITo, 6e3yCA0BHO, TOBBIIIAET
MOTHBAITAIO POAWUTENEH B HEOOXOAMMOCTH
paHHEH AMATHOCTHKU TyOepKyJIe3HOH WH-
dexrmn.

Takum 00pasoM, WCIOIb30BAHHE NPOOHI
¢ ATP pgns guarHOCTHEH TyOepKy/Ie3HOM
WH(EKIMY B Ka4ecTBe CKPUHUHTOBOIO Me-
TOZA y MALUEHTOB C aTOIIMYECKUMHU 3a00J1e-
BaHUAMH [IPH MACCOBBIX OCMOTPAX IIOBbI-
[IaeT JUATHOCTUYECKYI0 3(PdeKTHBHOCTH
¥, BO3MOKHO, COKPATUT PACXOJbI Ha IIPOBe-
IleHHe MIPOLeyPhI, a JErKOCTh M IPOCTOTa
NPUMEHEHHUs TAHHOTO METOAA II03BOJISIOT
WCIIONB30BaTh €ro B aMOyJIaTOpHO-IIONH-
KINHWYECKUX YUpeRAeHusX. DBiaromaps
NPHUMEHEHHUI0 NaHHOM METOJUKU PAHHEro
BBIIBJIEHHUA Ty0OepKyiesa y Aereil orMeda-
eTCs OTYET/INBAS TEHAEHIUS K CHUKEHUIO
rokasarenei 3a00J1eBaeMOCTH TyOEpKyIes-
HOM WH(EKIMe! 110 CPABHEHUIO C IIPebl-
IYIIAME TOAAMH, YTO elle pas MOJYepKH-
BaeT ee BBHICOKYI0 3()eKTUBHOCTh U HEO0-
XOJUMOCTb LIHPOKOTO BHEAPEHHUS.

Cnucox aumepamypuvl Haxo0UmMcs
8 pedakyuu

V O6wwepoccuiickan koHbepeHuua
C MeXXAyHapOo/AHbIM yYacTueM

HeOoHaTa/IbHOW MeAULUHDbI
M negmMaTpuu

rpana-otenb «)Kemuy>kuHa»

CraHoBNI€HVEe NepuHaTasIbHON nanamaTMBHOW Mno-
Mowm * HyTpuumonorus B HeoHaTO/I0rMueckomn
npaxkTuke. HoBble pexkomeHgauun BO3 no npo-
AO/DKUTENIbHOCTU eCTeCTBEHHOro BCKapManBa-
Hus. BaHku foHopckoro rpyAaHoro Monoka B PO
* lpe6blBaHNE HEAOHOLIEHHOTO C POAUTENAMU
B OPUT — mexxaucuuniMHapHoe pelleHue Wwu-
pokoro cnekTpa npo6siem. O6yuenne poautenei
KaK 3anor ycnexa Bbixa)kuaHus aeteit ¢ OHMT
1 3HMT « Noli nocere! besonacHble TexHoMOMUM
pecnupaTopHoi noanepku ° lMpoTuBouHdpex-
LIMOHHBIA KOHTPO/b, 3nuaeMuonoruueckas 6es-
onacHocTb

Mepauarpus

Mukpomupy — mup! Mouck komnpomucca B avanore
C MuKpo6uoToii * MNMoABOAHbIE KaMHU NpaKTUYeCcKon
MMMyHonpodunakTukn — 2019 * Asbyka 60pb6bl
¢ nonunparmasueit. FOpuanueckme acnekTbl pauno-
HanbHoW dapmakoTepnumn * Annepruyeckue sabosne-
BaHMA U nx neverne B XXI Beke * Peiko BCTpeuaeMble
1 opdaHHble 3a60eBaHNA: OT TPYAHOrO AuarHosa
K a/leKBaTHO OpraHVW30BaHHOI Tepanuu

,,/
[
[
\

*HI'IPB

haTHEa

@ X warc

crsTiMY

KnnHnueckas paboTa B KOHTEKCTE KAMHUYECKMX
pekomMeHAauuii — UTOrM MepBOM MOSOBUHbI
2019 ropa ° [lpeeMCTBEHHOCTb HeoHaTasIbHOWM
M ambynaTtopHoOW neanaTpuueckoi Crayxbbl —
KaKk obecneunTb? ° HenpepbiBHOE MeaWLMHCKOe
obpasoBaHue: BuAeH beper B peopraHusauun
npouecca! © TpaAMLMOHHAA Nepekinyka nepu-
HaTanbHbIX LeHTpoB. O6cyaum Haubonee 3¢-
$eKTUBHbIE NOAXOAbI B OTEYECTBEHHbIX peannax
* KoHTpaBepcuv topuanueckoil 0TBETCTBEHHO-
CTW ¥ NpaBOBOVi 3alMTbl B NeauaTpun

OpHoBpeMeHHO

StatusPraesens
_r/”f,—u,.é.:a,_




IMemuarpus cerogusa Ne2 (02) 2019 crenBsbiiyck

JIERLINA

OBbEAVMHEHHbIN UMMYHONOTUYECKUIN OOPYM - 2019
HOBOCHUBUPCK, 24-29 miona 2019

Y 7

Onyxonv UMMYHHOW CUCTEMD

Ta6n. 2. Knaccudukauus onyxonei reMonos3Tnyeckoin v IMMGONLHON TKaHW

AnekcaHgp
[puropbesuny
PYMAHLIEB
Mpe3udeHm OFBY «HMUL O um. Amumpus

Pozayesa» MuH30pasa Poccuu, akademuk PAH,
npogeccop, 0. M. H.

Oryxomm nvmmynHO# cucrembl (OMIC) — omy-
XOJIM, Pa3BUBAIOLINECT W3 HMMyHOKOMIIE-
TEHTHBIX KJIETOK H HUX IPeaIIeCTBEHHUKOB:
T- u B-mumMdoruToB, HATYpaNTbHBIX KHILIE-
poB (HK-xmeTox) Kierox cucrems! (harorm-
tupyromux Makpogaros (COM), kneTok rpa-
HYJIOLIUTAPHOTO0 Psfa (IpeIIIecTBeHHUKOB
HEATPO(UIBHBIX JIEUKOLIMUTOB, S03MHOQU-
J10B, 6a30(pUIJIOB, TYYHBIX KIIETOK, [IUPKYJIHU-
PYIOLIMX ¥ TKAHEBBIX MOHOLIUTOB/MaKpoda-
TOB), JEHAPUTHBIX KIeTOK. OIyX0u UMMy H-
HOU cuCTeMBI cocTaBiaioT 50 % B CTpyKType
BCEX OHKOJIOTHYECKUX 3a00JIEBAHUH y AeTei
u 10-12 % — oHKOIOrHIECKUX 3a60I€BAHUI
B3POCTIBIX.

OCHOBHBIMH OTJIMMUSAMH OITyXOJEH HMMYH-
HOU CHCTEMBI OT OITyXOJIEd NPYTHUX OPTaHOB
¥ TKaHEeH SBIITIOTC:

1. Pammas  gucceMuHAnus  OIyXOJIeH
3a CYET COBMECTHOUM HUPKYJIALNU OILy-
XOJIEBBIX C HOPMAQJBHBIMU KJIETKaAMH
B TOKE KPOBH.

2. Hanmuwme y HEKOTOPBIX OITyXOJI€H MMMYH-
HOM cHCTeMbI (XPOHHUYECKHUH JIUMQOITH-
TAPHBIH JIEHKO03, HEXOKKIUHCKYE JIMQO-
MBI HUBKOH CTEIIEHH 3I0Ka4eCTBEHHOCTH)
CBOMCTB KaK 3JI0KAYEeCTBEHHBIX (CHCTEM-
Hasd JWCCEMUHAIWSA), TAK W JI00pOKade-
CTBEHHBIX OIlyXOJIed (MeIeHHBIH pOCT,
OTCYTCTBHME KJIMHWYIECKAX CHMIITOMOB
B TEUEHUE JINTEIHHOTO BPEMEHH).

3. Cmoco6HOCTB 3JI0KAYECTBEHHO TPAHC-
OPMHUPOBAHHBIX KJIETOK HWMMYHHOH
CHCTEMBI COXPAHATH CBOM (DYHKITHO-
HAJIBHBIE XAPAKTEPUCTUKU (CEKpeIus
MMMYHOTJIO0YJINHOB OIIyXOJIEBBIMH
IJIa3MAaTHYECKUMU KJIETKAMH, CeKpe-
U DUTOKUHOB OITyXOJIEBBIMU T-ICJIeT-
KaMmu, MakpodaraMu, 503uHOPUIAMHA),
HECMOTPSI HA OTCYTCTBHE B OTHX KJe-
TOYHBIX (DYHKIUAX (PUUOIOTUIECKOTO
CMBICIIA.

OcobeHHOCTH [TATOreHe3a OIyXOJIeH MMMYH-
HOU CHCTEMBI IIpeJCTaBIeHbl B Tabiuie 1.
Ormyx0/y IMMYHHOM CHCTEMBI MOTYT OBITH
KJIACCH(UIUPOBAHBI 110 JOKATH3AIUH (ro-

PH3OHTAIBHBIA YPOBEHb) M IO YPOBHIO
I pepeHIUPOBKY  OIYyXOJIEBbIX KJIETOK
(BepTHKAIBHBIN YPOBEHB).

Ilo noxanmsanyu pasandaT:

— OmmyXonu IUM(MOUITHBIX U MUEIOUTHBIX
KJIETOK KOCTHOTO MO3Ta;

— omyxoseBble 3a6omeBanus tuMbaraie-
CKUX y3JI0B;

— OILyXOJIH THMYCA;

— OILyXONIH, IPOUCXOASAIINE U3 JTUM(OHL-
HOU TKAHH, ACCOLMMPOBAHHON CO CIIU3HU-
croit obomouroit (MAW) — mumdomsr xe-
JyznKa, TuMQOMBI KOKHU U AP.

K oCHOBHBIM OIYXOIfM WMMMYyHHOH CH-
CTEMBI OTHOCATCS JIEHKO3bI M JIHMM(OMBI.
Tepmun «1efik03» (IeHKEeMUs) HCIIOIB3Y-
eTcs Ui OLpeJeNIeHus TeMAaTOI0THIeCKOM
OIyXOJH, TPH KOTOPOU B3JIOKAYECTBEH-
Hble KJIeTKH HCXOAAT M3 KOCTHOTO MO3ra
¥ B OOJIBLINHCTBE CIIy4aeB IPUCYTCTBYIOT
B KpoBH. JIuMdOMBI — OIyX0/1M HIMMYHHOMK
CHCTEeMbI, Pa3BUBAKINKECH B JIUMpaTHIe-
CKHUX y3JaX WiId JUMQOUAHBIX TKAHAX Op-
raHoB (KAIIEYHNUKA, JTerKUX, KOKU U Ap.).
Knaccuduranus omyxoneil IMMyHHOH CH-
CTEeMBI 10 KJIETOYHBIM THUIAM ¥ YPOBHIO
nudepeHIUpPOBKY [IpPeICTaBlIeHa B Ta-
6auie 2.

Kaxpas us rpynn s3abomeBamuii nude-
PEeHLHPYeTCs Ha OCHOBAHWUU OIPENEIeHHUs
MapKepoB HMMMYHHOH IPHHA/JIEKHOCTH
KIIETOK ¥ WX TeHeTHYeCKON XapaKTepUCTH-
ku. Kak nmpumep Takoit paboueii Kiaccudu-
Kalluy¥ MOKHO IIPUBECTH KJIACCH(PUKAIIUIO
THCTHOLATO30B (Taldi. 3).

Jleuernrne OVIC ¢ mOMOIIBI0 SMIUPHUIECKUX
IIPOTOKOJIOB TOJIMXUMUOTEPAIIHN B Tede-
uuie 6onee 70 yser ¢ MOMEHTa YCIIEIIIHOTO
ucnonb3oBanusa B 1947 r. ameronTepuHa
y pebeHKa ¢ ocTpbIM JTUMPOOIACTHBIM T -
KO30M [IOCTHIJIO YAHUBUTEIbHBIX Pe3yJibTa-
TOB. Bo-ItepBhIX, IIOKA3aHO, YTO reHepa-
JIM30BAHHBIE OILYXOJIH, IPEACTABISIONHE
IUPKYIUPYIOIIAA MeTacTas, MOTYT OBITh
W3jeYeHbl JIeKapcTBaMH 0e3 Xupyprude-
CKUX ¥ JIy9eBBIX BMeIIaTelbCTB. Bo-BTOPHIX,
BPOKIEHHBIH ME(PUIUT UMMYHUTETA, CO-
nposoxgatouiuii OMC, Tpebyer compoBoznu-
TEIHHOU aHTHOAKTEPUAIBHOM U reMo3ame-
CTUTENBbHOH Tepanuu. B-TpeTbux — H 3TO
IVIABHOE JIOCTHIKEeHIe OCAeIHUX JIET — HC-
[0JIb30BaHIe MMMYHOTEpPANNA B BHUE aH-
TATE]I, WMMYHOTOKCHHOB, CAR-KIeTOK,
knerounsix BakimH u TI'CK B xauectse
MEeTOJI0B KOHTPOJISI KJIETOYHOH PEryJIsIivH,
compososgaaromreit OMC.

Ta6n. 1. OcobeHHOCTV NaToreHesa onyxonen UMMYHHOW CUCTEMbI

MprHUMNManbHble pa3nnuma NPOLECCOB KNeTOYHON nponudepaumm,

,D,VI¢¢EPEHLI,VIpOBKI/I M anonTto3a C CONINAHbIMK ONyXOoIAMNA.

KnoHanbHOCTb onyxonu, KNoHanbHasA CyKLEecCcus, pa3mbiTble FPaHULLbl KITETOYHOW

perynaunm romeocTasa 1 ornyxosieBoro pocra.

— (CBfA3b C AaHTMOreHe30M ¥ NMUTAHNEM SHAOTENNA CepALIA U COCYO0B.

—  CoxpaHeHe ecTeCTBeHHbIX MEXaHVI3MOB BbIXOZa K/IETOK 3a Npefiesbl COCYAO0B, T.e.
nepBUYHas reHepann3aums npowecca.

KpOBeHOCHOVI CncTembl.

Linpkynupyowmin meTactas 1 61oorus Bo3sparta B COCyAbl TMMbATNUECKO 1

— Kn3Hb KNeTok MMMYHHO cncTembl B 3abapbepHbix opraHax: LIHC, BHC, XXBC n

YCKOJ1b3aHune onyxoJin OT Hag3opa.

— KneTtouHble MOHOKJIOHBI, CMTOCOBHOCTb OMyXxonu K AnddepeHLpoBKe 1 anonTosy.
— [paHynembl — cBMAETENN/3aLMNTHUKN OMYXONU, NPOAYLMPYIOLE LUTOKNHBI.

KnuHunuyeckme ocobeHHocTn ONC:

—  TMonumopdusm 1 KNMHUYecKoe pasHoobpasue.

3 - YrHeTeHue KPOBETBOPEHMA.

—  YrHeTeHue/HapylueHVe UMMYHUTETA.

— HapyLieHvie B3aIMOOTHOLLEHUI FpaHynouutoB 1 Knetok COM ¢ MUKpo6broToii.

1 XpoHunyeckne mrenonponudepaTriBHble 3a601eBaHMS.
Mwuenopgucnnactnyeckue cuHgpomsi (PA, PAVIB, XMMJ1, OMMI).

OcTpblii MMENo6acTHbIN NenKo3 (7 KNeTOYHbIX BapVAHTOB).

Onyxonu 13 npeaLwecTBEHHNKOB B-kneTok (nenkos/numdoma B-nuHenHom

anddepeHUMpoBKI: Npo B-, 06wwmin B-, npe B- 1 3penbiii B-OJUT/HX).

Onyxonu u3 npeaLwecTBEHHUKOB T-KNneTokK (nenkos/numdboma T-nnHeHom
5  puddepeHumposku: npo T-, npeT-, KopTuKanbHbii T-, 3penbiii T-, anbda/6eTa +T,

ramma/ penbta +T-OJ1)1).

6  Onyxonu u3 3penbix B-knetok (B-knetouHbiin M1, numdoma bepkuntra).

KPYMHOK/eToYHas numdpoma).

8  Jlumdpoma XomxKKuHa.

Onyxonu ux 3penbix T- n HK-knetok (T-knetounbi [J1/1, aHannactnuyeckas

chwloumaprle OnyXxonn n onyxonum n3 oeHAPUTHbIX KIETOK (FI/ICTVIOLWITOB N3 KNIETOK

JlaHrepraHca, remodarounTapHbii IMMGOrMCTUOLNTO3).

10  MacTtounTtos.

Buenpenue MOJIEKYIAPHO-TEHETUIECKUX
meronos muarHoctuku OWC moxasaio,
YTO B OCHOBE UX PA3BUTHUA JIeKAT IEePBUY-
HbIE HMMYHOIE(MHUIIUTHI, COIPOBOKIAI0-
e 4eJ0BeKa OT MJIaJeHYecTBa [0 TJIy-
GOKOI cTapocTH, AJId Je4eHHT KOTOPBIX
HYXHBI HEe OSpaJuKaIlUOHHBbIE METOIbI
Tepanuu, a IePCOHUMHUIUPOBAHHBIA BBI-
60p KIJIETOK WIH MOJEKYJI-PeryaaTopoB,
aHTHTE], CIIOCOOHBIX pEeryJIMpoBaTh Ha-
pyLIEHHBbIE IIPOILIECCHI KIETOUYHOMN KUZHU
MHOTOKJIETOYHOTO OpPTaHH3Ma YeOBEKa.
JlokazaTenbCcTBOM 3TOTO B TIEPBYIO OdYe-
pelb CIy:kKaT yCIEeXU B J€UeHUN XPOHHYE-
CKOTO MHEJIONIEHKO03a U IPOMHUEIOIUTap-
HOTO JIeHKo3a y B3pociabix u mereit, OJIJI
u HXJI y mereii, obecieunBaromue 6oiee
gem 80 % Oe3peruIuBHYI0 BbIKUBAEMOCTH
>b5 ner, paccMaTpuBaeMyio Kak 6HOJIOTH-
yeckoe BbI3LOopoBieHue. l[lepcoruduiu-
poBaHHAA BBICOKOCIIEIIHAIN3UPOBAHHAA
HUMMYHOTEpanus ONmyXoJded HMMYHHOU
CHCTEeMBbl JIHIIIEHAa HO60‘-IHI)IX IIpOoABJIE-
HUM, COMTPOBOKIAIONINX JiedeHne 00IbHBIX
OUC xuMuonpenapaTaMmu.

®axrer accormanuu OUC ¢ mepBudHBI-
MU I/IMMyHO}Ie(bI/IHI/ITHI)IMI/I COCTOAHUAMNU
(UIOC), c omHOM CTOPOHBI, OOBSICHAIT CO-
YeTaHWEe KJIETOYHBIX PACCTPOMCTB PEeryiis-
IIUH, C IPyTod, — B 3HAUUTEJILHOM Mepe yc-
JIOHSIOT IUATHOCTUKY ¥ MOHUTOPHUHT [[aH-
HOH rpynnsl 6onpHBIX. [IpuMepom sToro

Tabn. 3. Knaccudrkaumsa rmcTmoumtosos

MOTYT CIYKHUTb JTuM@OnpoandepaTuBHbIE
3aboneBanwus, accormupoBanubie ¢ UJ[C.

B ocHoBe ayronvmMyHHOTO JTEMoTIpOsTHgEpa-
THUBHOTO CHHIPOMA JIEJKAT MOJIEKYJIIPHBIE Jie-
(beKThI anI0IIT03a, KITMHITIECKH IIPOSBIIIOLIHE
cebs1 yBelTMueHHeM He MeHee 3 TPYIII JIUM-
doruToB, remaToCITIEHOMEerasuel, THIep-
MMMYHOITIOOY/IMHEMHEH U ayTOMMMYHHBIMHU
TEeMOIIUTOITEHUIMI. Juddepentpposars
TIPUXOTUTCA € WH(EKIIMOHHO-UH/YITHPOBAH-
HOM JsmMconponudeparmern  (MHQPEKIMOH-
HbIH JINMOIIUTO3, 6OIE3HB «KOIIAYbel Iapa-
MIWHbBI», TH(EKITMOHHBIN MOHOHYKIe03). OHa
YaCTO Pa3sBUBAETCA y MAIMEHTOB C XPOHUYIE-
CKOM TpaHyJeMaTO3HOH 00Je3HbI0 HA (hOoHE
TeJeHUs GAKTePUATBHBIX ¥ MUKOOAKTEPHAIH-
HBIX HHQEKIHA. JTO 3a60IeBaHIe OTHOCHTCA
& [IMIM, a umenHo K medekram parorurosa
BCJIEJICTBUE MYTAllWil Te€HOB, OTBETCTBEHHBIX
34 IPOIYKITUIO OEIKOB, HEOOXOIMMbIX VIS aK-
tusari NADP-okcunasbl.

Ormyxoau MMMYHHOH CHUCTEMBI, WX 3THOJIO-
THUs, IATOTeHe3, TAPreTHAA U IepCOHU(UIH-
pOBaHHAA Tepanusa ABIAIOTCA TOYKOH pocTa
W pasBUTHA HOBOM OHKOJOTMM KaK HAYKH
0 KJIEeTOYHBIX PACCTPOMCTBAX PETYJIAINH Io-
MeocTasa M MeToAaX MX PaHHeH AUarHOCTH-
KM, TPOMIAKTHUKY U JIeIeHN, OCHOBHOH 3a-
Jadel KOTOPOU ABJIAETCA CMeHa ITapaJgurMbl
¢ daranpHOrO 3a60/I€BAHNUA HA XPOHUIECKH
IPOrpeeHTHBIN KypaTUBHBIN IIPOIlecC.

MMCcTNOUNTO3bI N3 AEHAPUTNYECKNX KNETOK:
1. TMcTMounTO3bI 13 KNEToK JlaHrepraHca.

1 2o

BTOpI/ILIHbIe TMCTNOUNTO3bI N3 AEHOPUTNYECKNX KNETOK.

3. ConuTtapHble MMCTUOLUTOMbI 13 GEHOTUMNYECKIN Pa3NINYHbIX AeHAPUTUNYECKUX

KJeToK.

McTnoumnTosbl M3 makpodaranbHbIX KNneTok (remodaroumnrapHblie CMUHAPOMbI):
1. MepBunYHbI remodaroLyTapHbIii AMMGOrNCTUOLMTO3, CEMENHBIN 1

criopagnyecKkun.

2. BropuuHble remodaroymTapHble CUHAPOMbI:

— aCccoLMMPOBaHHbIEe C OMyXOnbio;
— ppyrue.

— accounmnpoBaHHble C I/IHd)EKLl,I/IﬂMVI;

3. bBonesHb Po3an-[lopdmaHa (CYHYCOBbIV FTMCTUOLMTO3 C MAaCCUBHOM

numdageHonatunen).

4, ConutapHasa rucTroumToma ¢ GeHOTUMOM Makpodaros.

3noKa4yecTBeHHble rMCTNOLUTO3bI:

1. Octpble neiiko3sbl (DAB-knaccudpurkaumsa: M4, M5a, M56).
2. XpOHMYECKN MUENOMOHOLMTAPHbIN IENKO3.

3. JKCTpamepynnapHaA MOHOLMTapHAA ONyXosb AKX capKoMa (MOHOLMTaPHbIN

aHasor rpaHynoLMTapHOA CApKOMBbI).
4. TucTOCapKoMa 13 AeHOPUTHBIX KIETOK (TOKa/M30BaHHasA Un

OVCCEMUHUPOBAHHAA).

5. TucTrocapkoMa 13 Makpodaros (Jlokann3oBaHHAA UMW ANCCEMUHMPOBaHHASA).
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HeoHaTanbHbI CKPUHUHT UMMYHOO4EDULNTHBIX
COCTOAHUN KaK OCHOBA AOK/IMHNYECKOU
anarHoctnku u npodpunaktTnkm MNAAC

[TepsuyHbie ummyHoOeghuuumHele cocmoarua (MVLC) npedcmasndrom cobol eemepo2eHHYIO 2pyNNY 8POX0EHHbIX

HC?,D)/LUGHU(:I ummyHumemd, 60/IbUIUHCMBO U3 KOMOopeolx NPOABJIAKOIMCA 8 M/Ia0eH4ecmeae u /’7,0{,/806}7/’7’7 K 3Ha4yumesibHou

3abosnesaemMocmu u cmepmHocmu. Konudecmaso udeHmudguyuposarHelx [/]C npesoicusio 400 3abonegaHud, cnekmp

K/TUHUYECKUX (heHOMUNOB U PasiuyHbIX MeXaHU3MO8 HapyueHUs KiemoyHoU pe2ynauyuu Ype3ssol4alHo LWUPOK.

Mnba
AHaTONbEBUY
KOPCYHCKII

ol

Pykogodumens yeHmpa ummyHosnoauu [bY3 «Jemckas
20p00CKas KuHUYeckas 6onbHuya Ne 9
um. I'H. CnepaHckozo» []3M, K. M. H.

Ilo HenmaBHero BpeMeHH ObLIO HEBO3MOKHO
UeHTADUIIPOBATE JIeTed C IIePBUYHBI-
MH UMMYyHOAE(UIUTHBIMUA — COCTOSHHAMUI
0 MX MaHU(EeCTAlul B BUAE IPHBOISIIIX
K VHBJINIU3ALUN U CMEPTEIbHBIM UCXOAAM
UH(pEKIUA TSIKEIOr0 TeYeHHs, ayTOUMMYH-
HBIX, OHKOJIOTHYECKUX M IeMAaTOJIOTUIECKIX
sabonepanwmii. Tskenas KOMOMHHUpPOBaHHAS
nmmyHHas HepocraTourocts (TKUH) u psjg
opyrux komOmumpoBauubix IIWUJIC asna-
J0TCH HEOTJIOXKHBIMH HMMYHOIOTHIECKIMHU
cocrosiHMAMY. Be3 TpaHCILIaHTanmu remo-
moatuyecknx crBoioBbix kimetok (TI'CK)
B IIEPBBIE TPU MECALA KU3HU OHU IPUBOIAT
K cMepTH feTed. B cBoeBpeMeHHOM BhIBIIe-
HUM OTUX COCTOSIHUI MOKET [IOMOYb TOJIb-
KO HEOHATAIbHBIA CKPUHUHT U, BO3MOXKHO,
B Oy[ylieM — HEMHBASWUBHBIN [IPEHATAIIb-
ubi ckpuauaTr Ha [TUIC.

B ciygaax taxensx ITU]IC ckpusHuHT HOBO-
POkmeHHBIX Ha T-KIeTouHyI0 TUMQOIEeHHIO
ABNIAETCA UAEATHHON CTpaTeruel qid BhIAB-
serus 3abonesanuii. [lomHbIi anamN3 KPOBU
C oIpenereHueM KOJIMIecTBa JUM(QOITHTOB
ABIAETCA MATOUH(OPMATHBHBIM, CKPUHUHT
IIyIIOBUHHOY KPOBHM HA IOy IAMOHHBIH
coctaB T-KI€TOK METOZOM IIPOTOYHOH ITHTO-
¢rryopumerpun 3aHWMAaeT MHOTO BpPEMEHU
¥ DKOHOMHYECKH He OIpaBlaH. ExuHcTBeH-
HBIM MeTonmoM 1A BeIaBiaeHua THKUH as-
JfeTcs pa3paboTaHHbIA aHATIH3 KOJIHMIEeCTBa
CreruduIecKoro AIsI HATUBHBIX T-KIETOK
cypporarzoro mapkepa TREC.

Kax u gis T-knerox, cyiecTByeT cypporar-
HBIA MapKep KOJIMYeCTBA HAWBHBIX B-iuM-
douwmros, HaseBaembrii KREC. B 2011 r.
STOT MapKep ObLI BIIEPBbIE HCIIOIb30BAH
IS HEOHATAJIHHOTO CKPHUHWHTA aramMa-
rnobyauHeMun, 001ei BapuabeabHON M-
MYHHOM HEIOCTATOYHOCTH U APYTHUX B-Kie-
TOYHBIX PACCTPOMCTB. MyIbTHUIIIEKCHBIH
apanns TREC u KREC mossonster B gBa
pasa yBeIUYUTh KOIUIECTBO AUATHOCTHPO-
BaHHBIX GOIBHBIX M IIPOYUX HYKIAIOIIAXCS
B HaO/IIOEHUHA HOBOPOKIEHHBIX. [loMHMO
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60s1bHBIX ¢ B-KiaeTouHbIM gedUnuTOM aHa-
U3 BBIABIAET IAIMEHTOB C CHHAPOMOM
JIOMKOCTH XpoMocoM, cuuzapomom Huiime-
reH u gake pedurmrom ADA.

IlepBuyHble UMMYHOMEMUIIUTHBIE COCTOS-
HHUS CTPYIIIUPOBAHLI B JIEBATh KaTelropui
110 OCHOBHOMY MEXaHHM3My KaKJoro 3a6o-
neBanus: KombunupoBanusle T- u B-rie-
TOYHbIE I/IMMyHO,I[e(bI/IHI/ITI)I, YEeTKO OoIIpe-
IleIeHHbIe CHHAPOMBI C HMMYyHOIeUIIn-
Tam¥, Ie(UIUT aHTUTEI006PA30BAHUS,
3a00JIeBaHUsA ¢ IMMYHHOM IUCPETryJ/IsaIueH,
BPOJK/IEHHEBIE IIOPOKK (haromuTos, aedex-
ThI BPOKIEHHOI'0O UMMYHHUTETa, ayTOBOCIIa-
auTenbHble 3a00eBaHusd, Ne)eKThI CHUCTe-
MbI KoMmIuiemMeHTa u penoronuu ITHU]IC,
BbI3BAHHbIE€ COMATHUYECKUMU MYTallUIMH.
HexoTopbie HO3010TMH MOKHO BCTPETHTH
B 6ostee ueMm oxHOM Kareropuu. Biarogaps
TIOABJIEHHIO CEKBEHUPOBAHUSA CIIEAYIOIIETO
IIOKOJIEHHUA YHCJIO H3BECTHBIX ,Z[e(beKTOB
pacTer ¢ KayKIbIM roioM Bee 60s1ee 6bICTPhI-
MU TEeMIIaMH, 9TO 3aCTaBifgeT OOHOBIATH
wraccuduranuio Kaxapii rox. Hecmorps
Ha MHOrooOpasue MyTallhil, y CaMbIX Ts-
JKEJIBIX, TPEOYIOIUX MPUCTAIBLHOTO BHH-
MaHHs JeTel, ecTh 06Ias yepra — Hapy-
meHue T-K.HeTO'—IHOI‘O 3B€Ha HUMMYHHUTETAa.
Omno u Bieder 3a co60il KIaccuIecKue mIpo-
SBJIEHUS UMMYHOAE(PUIUTHBIX COCTOTHUH:
BropuuHblie K Bakuuuanuu BIJKure! u pe-
OUIUBUPYIOIIHE IIOHOCHI, IIHEBMOIIUCTHBIE

ITHEBMOHWH, TSKelIoe TeYeHHe IIUTOMera-
JIOBUPYCHOU WH(EKIUH, TPUOKOBBIX WH-
deruii u T. 1.

Knunwdeckas mpaxkTuKa —IIOKa3bIBAaET,
9TO KaK MOKHO 00jlee PaHHAA IIOCTAHOBKA
IMAarHO3a U Ha3HAYeHUE COOTBETCTBYIOLIEH
TepaIuy YIy4lIalnT KadecTBO JKH3HU IIa-
LMEHTOB C BPOKIEeHHBIMU 3a60/I€BAHUAMH,
NIPEOTBPAILAI0T PA3BUTHE MHOTHX OCJIOJK-
HEHUH, CHUIKAIOT JeTalIbHOCTh. B rpymme
6onbubix IIMIIC spue Bcero 9To BHAHO
y marmentoB ¢ TKWH. Hau6onee 6aaro-
NPUATHBIA WMCXOA [JIs STUX MAI[UEHTOB
JIOCTUTAETCA C IIOMOIIBIO TPAHCILIAHTA-
UMY TeMOIIOITHYECKUX CTBOJIOBBIX KJIETOK
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WIM TEeHHOM Teparwu, Ha4aTou 0 MaHude-
cranuy HH(MEKIUOHHBIX 3aboneBaumii. Ho-
Bopo:xnennsle ¢ TKUH, TpaxcmianTHpO-
BaHHBIE B IIepBbIe 3,5 MecAla JKU3HH, II0Ka-
3a/IM ypoBeHb BbLKHBaemoctu 6Gomee 90 %.
TTammentsr ¢ TT'CK BO BpeMs axTHBHOTO
T€YCeHUSI PA3BUBIIUXCA I/IH(beRL[I/IOHHI::IX 3a-
6OJIeBaHI/II‘/JI BbBI)KUBAJIU TOJBKO B IIOJIOBUHE
cinyyaeB. OueBHHO, YTO PaAHHSAS TUATHO-
cruka [TUJIC smaynmo mosbimaer spgex-
TUBHOCTbH JieueHus. Kpome Toro, oHa ypes-
BBIUANHO BaKHA JJIA YIydIIeHUs KadecTBa
JKM3HM IIAlMEHTa, IIOCKOJIbKY 3a/epiKKa
B BBIABJICHUU 3360HeBaHI/Iﬂ IIPUBOOUT K OT-
CYTCTBUIO aJIeKBATHOU TEPAIINH U, CIIL0Ba-
TEJHHO, K JAJTHHEHIIINM CePhe3HbIM HH(EK-
qUAM, KOTOPbIE€ MOryT MeIlIaTh IIOBCEOIHEB-
HOH KU3HU, yBEJIUUYUBATh PUCK PA3IUIHBIX
HEUH(EKIMOHHBIX OCTIOKHEHMIH.

B oT/imyue oT I/IH,I[I/IBI/II[yaJII)HOI‘O HepCOHI/I-
(pUIEPOBAHHOTO KJIMHUYECKOTO 06Ceno-
BaHUA CICpHHHHI‘OBbeI TeCT gaeT BO3MOXK-
HOCTH 3aII0I03PUTh PEIKOe, HO CePhe3HOe
cocrosguue. 1l03TOMY JIOMKHOOTPHIIATEND-
HbIe Ppe3yJabTaTbl WIH HECIOCOOHOCTH
I/II[eHTI/Id)I/IHI/IpOBaTb HUCTHUHHBIE cnyan/I
OJUKHBI OBITh CBEIEHBI K aGCOTIOTHOMY
vuHuMyMy. C Apyro# CTOpOHBI, HaIHIUe
OTPAHWYEHHOTO YHCIA  JIOMKHOIIOJIOMKH-
TeJIbHBIX PEe3yJbTATOB pacCMaTPUBAETCH
Kak HeusbexHAsd W HeoOXomuMas IeHa
3a OTCYTCTBHE IIPOIYIIEHHBIX OOJBHBIX
Miaznenues. TakuM o6pasoM, GHOMapKepHI,
C TIOMOIIBI0 KOTOPBIX YCIIEIIHO IPOBOIAT
CKpI/IHI/IHI‘I HOBOpO?K,Z[eHHI)IX, AOJIKHBI 6I::ITI:>
O4YEeHb ‘IyBCTBI/ITeJILHbIMI/I, HO He 065133.‘
TeJIHHO IMONHOCTHI0 crerudmanbvu. [Ipo-
BOOAIIIHE HOHyJIHHHOHHLIﬁ CKpI/IHI/IHI‘l Ja-
6opaTopuu UMEIOT BO3MOKHOCTH KOHTAKTA
C POAUTENAMHY HOBOPOKIEHHOTO HA CIydaii
MIPOBEIEHHs HEOOXOIUMOrO OIOTHUTEb-
HOro o0C/IeoBaHMs, KOTJA pPe3yIbTaThbl
CKpI/IHI/IHI‘a He dABJIAI0TCA HOpMaJHJHI)IMI/I,
a Toclenymllee UHAUBUIYAILHOE TECTHU-
pOBaHHe I/ICHOJIBSyeTCH JJIsT COpTI/IpOBKI/I
JIOKHOIIOJIOKUTEJIbHBIX peSyJIBTaTOB.

IlepBuyHble UMMYHONE(UIUTHBIE COCTOS-
HUSA MOTYT OBITH OOHAPYIKEHBI C IIOMOIIIBIO
nsmepenus yposHeii TREC u KREC B cy-
XOM IIATHE KPOBU HA KapTe HEOHATAIBLHOTO
ckpununara. TREC sensiorcs mo60YHBIM
MPOJYKTOM pexoMOuHaiuu resa T-kiaeTou-
Horo peuerropa, a KREC — B-knerouso-
ro. CnemoBarenbHO, HU3KHWE YPOBHH He-
CYIIMX STU MOJIEKYJIbI JIUM(QOIUTOB B IIe-
pudeprueckoit kKpoBu ykasbiBaioT Ha T-
u/unu B-kneTouHyo 1uMponeHuIo.
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Yposau TREC u KREC moryT 6bITH H3Me-
peHbI ¢ noMmoubio KoirudectBeHHon IITTP
C IeTeKIred B pejKuMe PeajbHOro BpeMe-
HU ¥, BBUAY IPAMOr0 MapKHPOBAHUA 3pe-
JbIX HauBHBIX T- 1 B-nmumdoruros, nmeoT
BBICOKMH JUATHOCTHMYECKUH IIOTeHIHAal.
Konuuecrsennniii ananus TREC axrus-
HO TPUMEHAeTCA [ OIEHKH (PyHKIUU
TuMyca u HeoreHnesa T-rmerox. O ObLI
WCIIONB30BaH I JUATHOCTHKY UMMYHO/e-
(uruToB, I HEOHATAIBHOTO CKPUHUHTA
IIUJIC y HOBOPOKAEHHBIX U KAK IIPEIHK-
TOp BOCCTAHOBIEHHs T-KIeTOYHOH (PyHK-
LMY TIOCJIE IIEPECaIKU KOCTHOTO MO3Ta.

B cBsa3u ¢ pazpaboTKON METO0B TeHeTH4e-
CKOTO ¥ MOJIEKYJIIPHOTO AHAIN3A IPAKTHUKA
[IPEHATAIHLHOTO ¥ HEOHATAIBHOTO CKPUHUH-
ra HOBOPOKJEHHBIX IOJydUIa 3HAYUTEIb-
Hoe pasBurHe B XXI Beke. ITO IO3BOJISIET
IIPOBOAUTD PAHHIOI AUATHOCTHKY TSKEIBIX
VHBAIUUBUPYIOUINX /UMK CMEPTEIHHBIX
3a60/I€BAHUH, OIPENETIATh TAKTHUKY IIOBe-
JeHUs CEMbH U MEIUIUHCKUX PabOTHHUKOB
B OTHOIIEHWU IUIONA M HOBOPOIKIEHHOTO,
[IPOBOAUTH IUIAHOBYIO PaGOTy II0 MOHUTO-
PHHTY JeTell IPYyIIbI PUCKA U UX JIEYEHHUIO,
srmouas TI'CK u/umum npyrue perymupyro-
[[¥e KJIeTOYHbIe TeXHOIOruu. [lepBudHbIe
AMMYHOJe(DUIIUTHEIE COCTOSHHA  IIpef-
CTaBJIAIOT COGOM TETepOreHHyI0 TIPYIIILY
KJIETOYHBIX PACCTPOMCTB, OIIPENeNIIIONIUX
pasBUTHE MHUPOKOTO CIIEKTPa 3a60/1eBaHIi
0T MJaJieHYecTBa [0 IIyOOKOH CTapoCTH.
Cerogus METOOM BBIGOpPA HEOHATATIHHOIO
ckpununara [IN][C spafercsa My IbTHILIEKC-
uoii aHanus koiamdectsa TREC u KREC
B CyXHUX MATHAX KPOBU HA HCIIOIb3YEMBIX
B Poccuiickoii @enepanuu Kaprax HeoHa-
TaIbHOTO CKpUHUHTA. JlaHHble 3apy6eix-
ubix ckpuauHroB IIMJIC u uccnenosanws,
[IPOBEIeHHbIE B HAIIIEH CTpaHe, CBUIEeTelb-
CTBYIOT O TOM, YTO IIPEAIOIATAEMbIH 06 BeM
JIuarHocTupoBanubix nanuenTos ¢ [TUC
C0cO0eH TPEBBICUTH 00bEM BBIABIAEMBIX
B Hallledl cTpaHe B HACTOAIIUA MOMEHT
IISITH HAC/IEICTBEHHBIX 3a6omeBanuii. Kpo-
Me Toro, MyabTUILIeKCHBIH aHanu3 TREC
u KREC mo3BoiuT BBIENIUTH TPYIILY pPU-
CKAa HOBODOKAEHHBIX U JeTeld paHHEero
BO3pacTa, TPeOYIINX CIEeIHaIbHOTO IHC-
[IAHCEPHOTO HAGIIONEHUS C UCKIYEeHHEM
U/UNU KOHTPOJIEM 9SBOMIOIUN KIETOYHBIX
paccTpoMCTB € Ielbl0 IpefyIpexIeHUus
¥/unu Koppeknuu 3a601eBaHul y JeTe.

Cnucox aumepamypuvl Hax00UmMcs
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B chepe CBA3M, MHHOPMALMOHHBIX TEXHONOT U1 U MACCOBbIX
KoMMyHuKaumi (PockoMHaasop).CBUAETENLCTBO O perucTpaLmun
MW Ne ®C77-74576 ot 14 pexabps 2018 1.
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