CuHApOM HemmereH




CUHAPOM HenmereH — peAkoe ayToOCOMHO-

peLeccmBHoOE 30D0AEBAHME, MPOABAJIOLLLEECS
BPOXAEHHOM MUKpOoLEeOAAMEN, AMCMOPTOUYHBIM
AMLOM, KOMOMHUNPOBAHHBIM MMMYHOAEDULIMTOM
M NPEAPACMOAOXEHHOCTBIO K PA3BUTUIO
3A0KOYECTBEHHbIX HOBOODOPA30BAHMM,
3000AEBAHME IBAIETCH CAEACTBMEM MYTALLMUM TEHA
NBN




OBLLUME XAPAKTEPMCTUKM

HemmereHckmmn cnHapom obpbisa (HBEC) xapakrepulyerca:

-MPOrPECCUPYIOLLEN MUKPOLLEdOAAMEN

-30AEPXKKOM BHYTPUYTPOOHOIO PA3BUTMS

-HEBLICOKMM POCTOM

-PEUMAMBUPYIOLLIMMM CUHOMYABMOHOABHBIMM MHADEKLMIMM
-MOBbILLIEHHBIM PUCKOM MOSBAEHMA PAKA

-MPEXAEBPEMEHHOUN OBAPMAABHOWN HEAOCTATOYHOCTBIO Y XKEHLLIMH.

OCHOBHbIE 3TAMbI PA3BUTUI AOCTUTAIOTCS B TEYEHME NEPBOTO rOAQ; OAHAKO
NOrPAHMYHbBIE 30AEPXKM U TMNEPAKTUBHOCTb HODAIOATCIOTCS Y)KE B POHHEM AETCTBE.




MHTEAAEKTYOAbHbIE CMOCOBOHOCTH, KOK MPABUAO, CHMXKAIOTCS C
TEYEHMEM BPEMEHM.

BOABLLMHCTBO AETEM, MPOLLEALLMX TECTUPOBAHME MOCAE CEMM
AET, UMEIOT YMEPEHHYIO MHTEAAEKTYOAbHYIO MHBOAMAHOCTD.

[leproAmnYeCcKas MHEBMOHMSI M OPOHXMUT MOTYT MPUBECTM K
PECMNMPATOPHOM HEAOCTATOYHOCTU, PAHHEN CMEPTMH.

[TommepHo y 40% pa3BMBAETCH OHKOAOTUA AO 20 AET, MPUMYEM
COMBbIN BICOKUM PUCK AAA T (55%) 1 B-KAETOYHBIX AMMTDOM
(45%).

Apyrme onyxoam — 310 MEAYAAODAQCTOMA, TAMOMOQ,
PADAOMMOCAPKOMA.



CUMIMTOMBbI, KAMHUMYECKME

OCODOEHHOCTU

1) Mukpouedaamsa u KpaHmodauuaAbHble, YHepenHO-AULLEBbIE OCOOEHHOCTH

CUMNTOMOM CMMITOMOB HBC 9BAETCA NpOrpeccUpyoLLLas
HEMPOMNOPLUMOHAABHAA MUKPOLLEADAAMS, KOTOPAS HODAIOAQETCS C POXAEHMS
M AOAXKHA MPEAYMPEXAQATbD HEOHATOAOTA MAM NEAMATPA. MUKPOLLEJOAAUS
OMNPEAEAIETCA KOK YMEHbLUEHME MePUEPIMM 3ATLIAOYHOM KOCTM.

[lon POXXAEHUU NEPEAHUN POAHMYOK ODbIMHO HE OLLLYLLIAETCS U 30KPbIT B
TEYEHME MEPBbLIX HECKOABKMX HEAEAD XKM3HU. BAXKHO OTMETUTD, YTO
MUKPOLEDAAMIO MOXHO MACKMPOBATbL MYTEM TMAPOLLEJOAAUM, MOKA
MMMOAQHTUPRYETCH BEHTPUKYAO-MEPUTOHEAAbHbIN LLIYHT MAM, B UCKAIOYUTEABHbIX
CAYHQASX, M3-30 HOAMYMS YPE3BLIMAMHO DOAbLLIMX CYDAPAXHOUAOQABHbBIX KUCT.
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e
AMNCMOPTOHbBIE YEPTbI AULLO O4EHb MOXOXM Y BCEX =
MMEIOLLLMX HEMMETEH, CTAHOBATCS BOAEE OTYETAMBBI MPU |

B3DOCAEHMM. b

BbIpQ3MTEABHAOS CPEAHSS MOBEPXHOCTh MOAYEPKMBAETCSH
HOKAOHHbIM ADOM U OTCTYMAIOLLLEM HUXKHEM YEAKOCTHIO.

Apyrme xapakrepHble 0COOEHHOCTM AMLLO BoAee
TOHKME 1 PA3HOODPA3HbIE. BOCXoaAdLLME
[TaAbMEOPAAbHbIE TPELLUMHBI HOKAOHEHbDI Y
OOAbLLLMHCTBA, 30METHAS FOOPMA HOCA OTHOCUTEABHO
OOAbLLME YLLK, PETPOTHATUS.

bbIAQ OMMCAOHA PACLLEAMHA TYD / HEDQ MAM ATA3MS
XOHQOAQ.
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2) 3aAepXKa pocTa

Aetn C CUHAPOMOM HermereHa (NBS) oBblMHO POXAQIOTCA C
MACCOM HMXKE HOPMbI AAF TECTALIMOHHOIO BO3PACTA M
MUKPOLLECDAAMEN (OKPY>XKHOCTb TOAOBbI, TOYAHOM KAETKU, AAMHA
3HQYUTEABHO HMXKE CPEAHETO MO BO3PACTY M MOAY). CUHAPOM
HUMMETEH Y AETEM ODOMX MOAOB AQET AECOULIMT POCTA AO
AOCTUMXXEHMSA BO3PACTA 2 MAM 3 AET, KOTAQ HODAIDAOETCSH HEKOTOPOE
YBEAUMYEHUE BbICOTHI M BECA.

Ha 6oAee Mo3AHMX 3TAMNAX AETCTBA M KOHOCTM PA3AMYMS B
XAPOKTEPE POCTA MEXAY NMOAAMM CTAHOBSITCS OYEBMAHBIMM: PbIBOK
POCTA Y MOABYMKOB HMU3OK M OTCYTCTBYET Y AEBOYEK.

B3poCAQs CpeAHss BbICOTA Yy DOAEE MOAOBMHbBI AEBOYEK U
MOABYMKOB HOXOAMTCS B OOAEE HU3KMX HOPMOABHBIX MPOEAEAQAX,
HUXKE, YEM CBEPCTHMKM.
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3)[cmxomoTtopHoe, HEMPOKOTHUTUBHOE U

MHTEAAEKTYOABHOE PA3BUTME

= [ICMXOMOTOPHOE PA3BUTUE MOXKET ObITb HOPYLLUEHO Y AETEU, CTRAAQIOLLIMX TAXKEABIMM
MHJoEKLMAMM.

~  HOpPMAAbBHOE MAM MOTPAHMYHOE MHTEAAEKTYOABHOE PA3BUTUE K MCUXOMOTOPHAOS
rMNepPAKTMBHOCTb HODAIOAQIKOTCS B PAHHEM AETCKOM / AOLLKOABHOM BO3PACTE.

=  30AEPXKA MOSBAEHUS PEYM IBAIETCH OOLLLEN, AOTONEAMT HEODXOAMMAO AAG
MCMPABAEHUA MOOOAEM.

-~ VIHTEAAEKT BAPBLUPYETCH OT HOPMOAABHOM AO YMEPEHHOM YMCTBEHHOM OTCTAAOCTM.

~  KOrHuTMBHOE PA3BUTUE SBAIETCS AMHOMMYECKMM MPOLLECCOM: HO PAHHMX STAMAX
OAM3KO K CpPEAHEMY (HOPMOAABHOMY MAM MOTPAHUYHOMY MHTEAAEKTY), HO
NOCTEMEHHOE YXYALLIEHME HODAIOAQETCS BO BPEMS LLIKOAbHbIX AET,

-~  AEeTh ONUCBIBAIOTCH KOK MMEIOLLME XM3HEPAAOCTHbIM, 3ACTEHYMBbIM XAPAKTEP C
XOPOLUMMM HOBBIKOMM MEXKAMYHOCTHOTO OODLLLEHMS.



4)[ToOAOBOE CO3PEBAHME

CYLLLECTBYET YHETKMM MOAOBOM AMMOPTOM3IM C TOYKM 3PEHMSA PA3BUTUS
NnyoepTarta 1 KOHLLEHTPALMKM TOHAAOTPOMMHOB. AEBOYKM HE MOKA3bIBAIOT
NyOepTATHOTO PbIBKA, MAOXO PA3BMBAIOT BTOPMYHbIE NMOAOBbLIE MPM3HAKM.
HanpoTtB, NOAOBOE CO3PEBAHUNE Y MOABYMKOB MHMLLIMMPYETCH CMOHTAHHO,
QHOAOTMYHO 3AOPOBbIM CBEPCTHUKAM.

- JXKeHwmHbl ¢ NBS, KOTOPbIE MMEIOT BO3PACT NyOEpTATA, AOAXHbI ObITh
HOMPABAEHbI AAT OCMOTPA TMHEKOAOTOM, DHAOKPUHOAOTOM HO HOAMYME
MNEeProHAAOTPOMHOIO NMMNOroOHAAM3MA.

- rOpN\OHO/\bHOFI 3AMECTUTEABHAA TEPANMMA AOAXKHA YHNTBIBATBCA MNP OTCyTCTBME TPYAM Y 16-

TLLAOTEABHOM KOHTPOAE BTOPUNYHDBIX MOAOBbBLIX NMPM3HAKOB N PA3BUTHUA MATKMA. AETHEMN

AEBOYKM. OOpaTUTe
= JKeHLLUMHbl 6eCNAOAHbI; HMYero He CooBLLLAAOCH OO OTLLOBCTBE MY>XXYMH. BHUMAHME HO HECKOABKO

MUTMEHTUPOBAHHbIX
HEBYCOB HA PYKeE.




5)BpOXXAEHHbIE AHOMAAMM

- HapyLLueHMa TOAOBHOTO MO3rd

He®OoAbLLOM PA3ZMEP TOAOBHOIO MO3rd, 0COBEHHO NP HEAOCTATOYHOM PA3BUTMM AODHbIX
AOAEN. MO3r COCTOBAAET MOAOBUMHY MAM MEHbBLLIE MOAOBUHbBI BECA, OXXMAOEMOTO AAS BO3PACTA.

OAHOM 13 HOMDOAEE YOCTO BCTPEHAOLLMXCA AHOMOAUM LLEHTPAABHOM HEPBHOM CUCTEMDbI
(LHC) aBageTca anAasmsg AU TMMOMAQA3MA MO3OAMCTOrO TEAQ, CBA3AHHAA C KOAMOLLEOAAMEN U
PACLLUMPEHME BUCOYHbBIX POrOB OOKOBbIX XXEAYAOYKOB.

PaccTpomctBO HEMPOHHOM MUTPALIMK (DOKAABHASN HEMPOHOBASA FETEPOTOMMS)
3APEMMCTPUPOBAHA B BUAE LLIM3EHUEDDAAMM NAXUTUPUMN MAM HOCTUHHOM AMCCEHLLEDAAUMN.

MHOTrAQ O4€Hb BOABLLIME KOAAEKLMM MO3TOBbIX XXKMAKOCTEM B BUAE MAYTUHHbBIX KUCT
OOHApYxmBaAtOTCA HA KT A MPT.



6) CKeAETHbIE QHOMOAMM (HEZHAYUTEAbHbLIE)

-~ He3HauYMTeAbHblE CKEAETHbIE QHOMOAMM, TOKME KAK KAMHOACGKTUAMS
5- ro NAAbLLA M YOCTUYHAS CUHACKTUAMS 2- TO, 3- TO MAAbLEB HOT, BCTPEYAKOTCS
NPUMEPHO Y MOAOBMHbI.

= [TOAMAQKTMAM, YALLLE BCETO MPEAAKCUAAbHBIE, MHOTAQ MOCTCAKCUAAbHbIE,
TAKXKE TMMNOMAACTUYECKMM MAM OTCYTCTBYIOLLIMIM MAAEL, ODHAPY>XXEHbI B
OTAEAbHbIX CAYYQSX.

-  AUCNAQ3MA TA30DEAPEHHOIO CYCTABA, M OTAEAbHbIE CAY4AM AreHe3a OAHOIO
pPebpa MAM COKPAABHOU KOCTU. g B

[MNONAQCTMYECKMM
rMNepMOOMAbHbLIN
naae, (Q)
AYOAMPOBAHHBIN
| naaeu, (6)




/)Ko>Xa, BOAOCHI

|

HeperyAdpHas MMrmeHTaUmMs KOXM B BUAE TMNEPMUIMEHTUPLOBAHHbBIX MAM
MMMAOMUIMEHTMPOBAHHBIX MOKYAOB HODAIOAQETCS Y HOMOOAEE
NOCTPOACQBLUMX AOAEN. Y HEKOTOPLIX MPUCYTCTBYIOT MPONPECCUBHbIE
CAPKOUNAOMNOAODHbIE TPAHYAEMBI.

MatHa Kodoe ¢ MOAOKOM MAM BUTUAMIO SBASIOTCS HOMOOAEE YOCTOM
aHomaamemn, 50% -70% naumeHTos.

BoAOCHI OObIMHO TOHKME, PEAKME B MAOAEHYECTBE U POHHEM AETCTBE, HO
YAYHLLQIOTCS C BO3PACTOM. CEAMHA MOSBASETCS BO BTOPOM, TPETbEM AEKOAE
SKM3HU.




3) €HUTO-MOYEBAA CMCTEMO

BoOXAEHHbIE AHOMAAUM NOYEK, TOKME KAK TMMOMAQA3MA / QMNAQ3MA, MOAKOBA
MAM ABOMHQS MOYKQA, DKTOMMYECKME / AMCTONMMYECKME MOYKM OTHOCUTEABHO
4YOCTO BCTPEYATCA. DT AePEKTbI MOTYT ObITb CBA3AHbI C AHOMOAMAMMU
MOYEBbLIX MyTEM, TAKMMM KOK AYOAMPOBAHUE MOYEYHOM AOXAHKM U
MOYETOYHMKA MAM TMAPOHEOPO3Q.

CnoCcoOOCTBYIOT 30PAXKEHUAM MOYEBOM CUCTEMbI, OCODEHHO Y AIOAEMN,
MMEIOLLIMX AEOEKTHYIO MMMYHHYIO 3ALLLATY.

BbiA OOHAPYXXEHbI TMMOCTNAAMMU, KPUMNTOPXM3IM, YOETPO-OHAABHAS OUCTYAQ.



2)MNpoeAPACNOAOXKEHHOCTL K

3AOKOYECTBEHHBIM HOBOODPA30OBAHMAM

= [aumneHTtsl ¢ NBS MMEIOT BbICOKMIM PUCK MOSIBAEHMSA 3AOKAYECTBEHHbIX HOBOOOPA30BAHUM,
OCHOBHOM MPUYMHBbI CMEPTU DTUX AIOAEMN.

- M3 BCEX CUHAPOMOB XPOMOCOMHOM HEYCTOMYMBOCTM 3ADOAEBAEMOCTb PAKOM Y AMLL,
MMEIOLLLIMX HEMMETEH 9BAIETCS COMOM BbICOKOM.

- B Bo3pacte 20 aeT boaee 40% NAUMEHTOB C HEMMETEHOM MMEIOT OHKOAOTUIO,
NPEUMYLLLECTBEHHO AMMAOOUAHOTO MPOUCXOXKAEHMI. HEXOAXKKMHCKME AMMAOOMBI (HXA)
B 1 T-kA€TOK HaOMbOoAEE PACMPOCTPAHEHHbI.

-  BcTpevatorcd ammdadpoomebl Burkitt.

=  COOBLLAAOCH, 4TO OMYXOAM TOAOBHOTO MO3rd, TOKME KOK MEAYAAODAQCTOMA U
PABAOMUMOCAPKOMA C YPE3BLIMAMHO PEAKOM NEPUHAABHOM AOKAAM3ALMEMN,
PA3BMBAKOTCS YALLLE.

~  OnMCaHbl OTAEAbHbIE CAYHOM MAMUAAIPHOM KAPLMHOMbI LLIMTOBUAHOM XXEAE3bI,
rOHAAODOAQCTOMbI, TAMOMbI, MEHUHTMOMbI, HEMPODOAACTOMbI, CAPKOMbI FOUHIQ



10(MNpeApPACNOAOXKEHHOCTb K MHAOEKLMAM

= BOABLLUMHCTBO CTPOAQIOT OT MHADEKLUMM AbIXATEABHBIX MYTEM, HAMPUMEP,
CUHYCMUTA, MHEBMOHMM U [ MAM ODPOHXOMHEBMOHUM, KOTOPLIE MPUBOAST K
OPOHXOIKTA3MM M MOTYT ACXKE MPUMBECTU K CMEPTU MN3-30 PECTTMPATOPHOM
HEAOCTATOYHOCTM.

- APYrMiMKM OTHOCUTEABHO PACMPOCTPAHEHHbBIMU ABAIIOTCA: CPEAHMM OTUT,
MACTOUAMT, 30 KOTOPBIMU CAEAYIOT MHADEKLLMM MOYEBBIBOAALLIMX MyTEM U
>XKEAYAOYHO-KMLLIEYHOTO TPAKTA.

~  OnnNopPTYHUCTUYECKME MHADEKLMM BCTPREHAOTCS O4EHb PEAKO, OAHOKO
AAMTEABHbBIE MAM MOBTOPSIOLLMECS KYPCbl AHTMOAKTEPUAABHOM TEPAMMM
MPUBOAST K KOAOHM3ALMM Pseudomonas aeruginosal.




BupyCHble 3apaXeHms, OCODEHHO Te, KOTOPbIE BbI3BAHbI AMMADOTPOMHbBIMM
MAM TEMATOTPOMHbIMM BUpyCcamm (EBV, CMV, HBV, HCV), moryt
NPEACTABAITE CODOU TIKEABIM U XPOHMYECKMIM KYPC, YOCTO
COMPOBOXAQKOLLMMNCA AMMAOAAEHONATUEM, TEMATOCTAEHOMETAAMEN UAM
NAHUMTONEHMEM, KOTOPBIE UMUTUPRYIOT AMMAOOMY MAU AEMKOS3.

boAee TOro, XpOHUYECKAR BUPYCHAA CTUMYAILMA AEJOEKTHBIX KAETOK
MNPUBOAMT K MOHOKAOHOABHbBIM 3A0OKAQYECTBEHHBIM HOBOOOPA3OBAHMSAM,
TOKMM KOK B-KAETOYHAI U T-KAETOYHAS AMMOOMBI.

C APYron CTOPOHbI, €CTb MALMEHTbI, KOTOPbLIE, HECMOTPA HO
NOATBEPXKAEHHBIM UMMYHOAEOULIMT, HE CTPAAQIOT OT YOCTbIX MHADEKLLMK U
HE HY>KAQIOTCSH B AOOABKAX MMMYHOTAODYAMHA AO B3POCAEHUT UAM
OHKOAOTMM,.




AMATHOCTMKO

AvarHocTuka NBS OCHOBAHAQ HA:

-XAPAKTEPHbIE KAMHMYECKME MPOIBAEHUA, XPOMOCOMHAL HECTAOUMABHOCTb
(CNOHTAHHAS 1 MHAYLMPOBAHHAS),

-NOBbILLUIEHHAA HYYBCTBMTEABHOCTb KAETOK K I/IOHI/I3I/I|OYPOLLLGI;I PAAMALNA,

-KOMOUHUPOBAHHbBIM UMMYHOAEOULINT, KAETOYHBIM U T'YMOPAAbHbIN, MYTALLUM
B OOOMX AAAEAIX TeHa NBN

-MOAHOE OTCYTCTBMNE Hl/l6pl/IHCI MOAHOM AAMHBbI



AeyeHme

- [1pn Ae4eHUM OOAbHbIX MCMOAb3YIOT BHYTOMBEHHbBIE MMMYHOTAOOYAMHDbI
(BBUAT), MpOTUBOMMKPOBHbIE, MPOTUBOBUPYCHbLIE M MPOTUBOTPUDOKOBBIE
npenaparsl.



[ToOrHO3

= [1POrHoO3, KaK NPABMAO, MAOXOM M3-30 YPE3BLIYAMHO BbICOKOM CKOPOCTU
3A0KQYECTBEHHbIX HOBOOOPA30BAHMM.

-  AeYeHME BO3MOXHO AAS OTAEAbHbLIX CUMMNTOMOB, BEQOATHOCTb BbI)KMBAHMS
AYHLLE AAT AtOAEM C B-kAETOYHOU HXA, O HE C T-KAETOYHOM AUMTOOMOM.

=  TaKMM ODOPA30M, KPDAMHE BAXKHO AMATHOCTMPOBATL 3000AEBAHME KAK
MO>XHO PAHbLLE.

= TPAHCNAQHTAUMIO TEMATOMOITUHECKMX CTBOAOBbBIX KAETOK CAEAYET
MNPUHUMAOTb BO BHUMAHKE Y naumeHTos ¢ HBC m HXA.






