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HEPBUYHBIE UMM YHOAE®UIIUTHBI: COCTOAHUE MPOBJIEMbBI B Y3BEKUCTAHE
AHHOTALUA

B marHOM 0030pe OCBEMIEHBI OCHOBHEIE BOIPOCHI, Kacarommecs mnpobmem mo [IM. Tak kak mpobinem u
CIIO)KHOCTEH OoJbIe, YeM MBI BIaZeeM, CIIEAyeT BCIYX TOBOPHUTH M OCBENIAaTh JaHHYIO mpoOnemy. Tak, HeoOxommma
HHPOPMHUPOBAHHOCTH TMPAKTHYECKOTO 3PaBOOXPAHEHUs, HA CETOAHANIHHAN JEHb OTCYTCTByeT HacTopoXeHHOCTh Ha
I[MNJ1; Baxxno coszmanue Hanumonanpaoro Perucrpa manuentoB I[TNU]] ¢ uenpio yueta 6osbHbIX [TU]] ¢ pasauyHbIMH
(hopMaMu, 4aCTOTHI BCTPEUAEMOCTH, OCOOCHHOCTEH KIMHUYECKHUX TPOSBICHUN U TEPAInH, CO3aHUs TeHETUIeCKHX 0a3,
pa3paboTKK AMATHOCTHYCCKUX KpUTepueB U cxem tepamuu [1M]], KOHTPOJb KadecTBa yxoaa / JKU3HHU, COACUCTBHUEC
TeHETHYECKUM HCCIEAOBAHUSAM M KIMHUYECKUM HCIBITAHUSAM, & TAKXKe YIy4IIeHUE HAIIEro MOHNMAaHUS €CTECTBEHHOM
ucTopur 0oNe3HM M (QYHKIIMM MMMYHHOW CHCTeMbl; Baxknas ponb mpuHamiexuT Opramm3arnuii manueHtoB [T/
HEOOXOJIMMO pEIIeHHe BOMPOCa TI0 TPAHCIUIAHTAIMS KOCTHOrO Mosra (BMT) u TpaHCILTaHTAIMS TeMOMO3THYSCKUX
ctBoJIOBBIX KIeTOK (HSCT) sABISIOTCS BO3MOKHBIME BAPHAHTAMH MOCTOSHHOTO JICUEHHS HECKOIBKUX THIIOB OMACHOTO
JUIA JKU3HU MMMYHOAE(UINTA;, HyKHA IOCTOSHHAas J{OCTYIHOCTH BCEX METOJOB JicUeHUs (aHTHOAKTEpHAaJbHAs,
MPOTUBOBUPYCHasi, 3amecTutenbHast BBUI, aHTUIIMTOKMHOBAS/ IIUTOKMHOBAs) ; BAXHO obecneyenue narueHTos ¢ [TH]]
IOCTYITHOW, aJCeKBaTHOW W HAACKHOH MEIUIIMHCKOW IIOMOIIBI0 W HHPPACTPYKTYpOH TroCyAapCTBEHHBIMU
OpraHU3aIUsIMK; HEOOXOAMMO TTOBBICUTH OCBEIOMIICHHOCTh Bpayell U CUCTEM 31paBOOXpaHCHHUs; HEOOXOAUM KOHTPOIb
3a BaKIWHAIMEN OCITa0JIeHHBIMHU BaKIIMHAMU: OpaJIbHbIE BAaKIIMHBI IPOTUB MOJTMOMHUENINTA U KOPU-TIAPOTHTA-KPACHYXH,
MOryT He noaxoauth Jus aereit [TM]], yTo MOXeT mposSBUTHCS KpalHE TSHKENbIM KJIMHUYECKUM TEYEHHEM BILIOTH JO
cMeptr. Takke, U3BECTHO, YTO TIOMUMO MH(QEKINHU, 3HAYUTEIbHas 3a005eBaeMOCTh U cMepTHOCTh Tipu [T1]] mMoxet
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BbI3BaHAa HeWH(EKIUOHHBIME (opMaMu. [lokazaHo B MHPOBOW JIUTEpaType, HYTO OTCYTCTBHE OTHX (PaKTOPOB
CITOCOOCTBYIOT 3aITO31AJION U YITYIIICHHON TUarHOCTHUKE U JICICHHUIO, YTO MOXET MPUBECTH CMEPTEIIHLHOMY IPOTHO3Y.

KiroueBble cjioBa: NMEpBUYHBIN UIMMYHOIE(MUIIUT, PETUCTP UMMYHOACHHUITUTOB, TYMOPATbHBIA U KICTOUHBIH

HMMYHOAC(PHUINT, KOMOMHUPOBAHHBIN HMMYHOJE(PHUIIUT, IMMYHOTIIOOYITHHEI.
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PRIMARY IMMUNODEFICIENCIES: STATE OF THE PROBLEM IN UZBEKISTAN
ANNOTATION

This overview highlights the main issues related to PID issues. Since there are more problems and difficulties
than we know, we should speak out and cover this problem. Thus, awareness of practical Healthcare is necessary, today
there is no Alertness on PID; it is important to create a National Register of PID Patients in order to record PID patients
with various forms, frequency of occurrence, peculiarities of clinical manifestations and therapy, create genetic bases,
develop diagnostic criteria and PID therapy regimens, control the quality of care / life, promote genetic research and
clinical trials, and also improving our understanding of natural medical history and immune system function; The PID
Patient Organizations have an important role to play; need to address the issue of bone marrow transplant (BMT) and
hematopoietic stem cell transplant (HSCT) are possible options for permanent treatment of several types of life-
threatening immunodeficiency; constant availability of all treatment methods is needed (antibacterial, antiviral, IVIG
replacement, anticytokine / cytokine) ; it is important to provide patients with PID with affordable, adequate and
reliable medical care and infrastructure by government agencies; there is a need to raise awareness among physicians
and health systems; vaccination with attenuated vaccines must be monitored: oral polio and measles-mumps-rubella
vaccines may not be suitable for children with PID, which can result in extremely severe clinical course and even death.
It is also known that, in addition to infection, significant morbidity and mortality in PID can be caused by non-
infectious forms. It has been shown in the world literature that the absence of these factors contributes to delayed and
missed diagnosis and treatment, which can lead to a fatal prognosis.

Key words: primary immunodeficiency, register of immunodeficiency, humoral and cellular
immunodeficiency, combined immunodeficiency, immunoglobulins.

IlepBuunsie NMMYHOJIE(QHIIUTHI (IINJ)  byHKUHMOHANBHBIX MyTalUii B UMMYHHBIX KOMIIOHEHTAX,
SBJISIIOTCSL  pacTymied rpynnoid u3 Oomee wem 230  mrmaBHeIM — oOpazom  kimeTkax u Oenkax. Ilpm
pa3IUYHBIX 3a00NeBaHMM, BBI3BAHHBIX HEJOCTATOYHOH  CBOEBPEMEHHOM BBISBICHHH 3TH peAkue 3a0oJeBaHUA
3¢ (GEeKTUBHOCTRIO, OTCYTCTBHEM WM YBEJIIMYEHHEM  TIOJAIOTCS TEPAIUH U B HEKOTOPHIX CITydasX M3JICYHNMBL.
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HampoTtuB, B ortcyrctBue anexBaTHoW Tepanuu [IN]]
XapaKTEPU3YIOTCA XPOHUYECKUM, TSKEIbIM TEUCHUEM,
YTO HEPEIKO NPHUBOAUT K (DaTadbHBIM TOCIEACTBHSIM.
CI10HOCTB JIMAaTHOCTHKH 1 o0ycroBieHa
OTCYTCTBHEM JIOJDKHOM HWH(QOPMHUPOBAHHOCTH Bpaueit
WIM  JHAarHOCTHYECKHUX  BO3MOKHOCTCH; BEICHHC
marueHToB ¢ [IWJ[ sBhseTcs KOMIUIEKCHOM 3amayei.
Hacrosmuit JIOKYMEHT IIOATOTOBJICH TpyIIon
CICIHMAINCTOB B PAa3IMYHBIX O0JACTAX MEIUIMHBI W3
MHOTHX CTPaH MHpPa C LEJIbI0 BCECTOPOHHETO OCBEILCHUS
NPUHIIMIIOB ~ OPraHU3allid  MEIUIMHCKOM  TOMOIIHU
nanueHtam ¢ [IUJl. K >TUM mpuHLOMIIAM OTHOCSTCS:
CO3JAHME CIELUAIU3UPOBAHHBIX LEHTPOB, BaXXHOCThb
CO3ZIaHUsI peructpa OOJIBHBIX, HEOOXOIUMOCTH
MIPOBEJCHUS MEXAYHApOAHBIX MCCIENOBaHUM, poJb
OopraHu3aluil MalMEeHTOB, BOIPOCHI TAKTHKH BENEHUS
MALUEHTOB, IOCTOSIHHAs JOCTYIHOCTb BCEX METOAOB
JIEUCHHUS, BKITFOUAs Tepanuio uMMyHornoOymuHamu (Ig) u
TPAHCIUIAHTAIUIO T€MOTOITHYECKUX CTBOJIOBBIX KIIETOK,
a TaKKe BaXKHbIC 3aMeuanus no npobneme sedenus [1HU]]
B Pa3BUBAIONIMXCS CTpPaHaxX U BOIMPOCHl BHEAPEHUS
BBIIIEONTUCAHHBIX ~ MPUHIMIOB B  MpakTuKy. s
obecrieuennst mnauuentoB ¢ [IMJ[ Bo Bcem wmwmpe
JIOCTYIIHOM, aJeKBaTHOM M HaAeKHOHW MEIUIIMHCKON
OMOIIBI0, W HWH(QPACTPYKTYypOH ToOCyAapCTBEHHBIMHU
OpraHM3aISIMA W TOCTABIIUKAMH YCIyT B cdepe

3[PaBOOXPAHCHUS JTOJKHBI OBITH TIPUHSTHI
cootBercTBytomue Mmepel [1,2,3,4,8]. [okazaHo, 4TO
Hanmmyue  JeeKTa HMMYHHOW  CHCTEMBI  JIEJIaeT
nareHToB ¢ [IM]Jl  Gonee BOCHPHUUMYHBBIMH K
uHdpekiusM. Kpome Toro, HapylieHHE pPEryJIsuuu
MMMYHHOH  CHCTEMBI ~MOXET  BBI3BaTh  pa3BHUTHE
ayTOMMMYHHBIX IIPOIIECCOB [1,2,7,9]. [Ipu

HECBOEBPEMEHHOM WJIM HENPABWIBHON HarHOCTUKE
IMU/1, xponuzanust OOJE3HN M MHBAIUAW3AINS MAllUEHTa
JOXAaTcs TSDKKAM OpeMEeHeM Ha pecypechbl CHCTEMBI
3npaBooxpaHenus [6,9,12,15]. HMmmyHHas cucrtema
COCTOMT M3 ABYX KOMIIOHEHTOB, KaXIbli M3 KOTOPBIX, B
CBOIO O4Yepe]b, BKJIIOYAET €lle [1Ba: C OJHOM CTOPOHBI,
pacTBOpHMBIe OeNKH, 00agarone CuenupUIHOCTHIO 110
OTHOWIEHHIO K  ONpPEAEICHHBIM  MHKPOOpPraHU3MaM
(aHTHTENA) WM JIMIICHHBIC CICHU(PUIHOCTH (CHCTEMA
KOMIUTEMEHTA), C JPyrod — KICTOYHBIA KOMITOHEHT:
KJIETKH, o0Jajiarolye crnequ(puIHOCThIO 10 OTHOIIECHHIO
TONBKO K OJHOMY MHKPOOpPTaHu3My (JTUMGOIHTHI), H
Hecrielu(uuecKue UMMYHHbIE KJIETKH, y4acTBYIOIIUE B
60ppOe co BceMu WH(EKITMOHHBIME areHTaMu ((DaroIuThL,
K KOTOpPBIM OTHOCATCS Makpodard W HeHTpoQuIsI).
IepBuynble MMMYHOJIC(UIIUTEI 00BIYHO
KIacCU(UIMPYIOT 1O IpyIIaM B 3aBUCHMOCTH OT TOTO,
Kakasl 4aCTb IMMYHHOH CHCTEMBI ITopakeHa. bonee uem y
MOJIOBUHBI TALIUEHTOB BBISBISIETCS HEAOCTAaTOYHOCTD
00pa30BaHMs aHTHTEN; B 3TOM CIIydae JIeYeHHE COCTOUT B
Ha3HAYCHUN 3aMECTHTEIBHOM Teparui OTCYTCTBYIOIIUMHU
antutenamu  [5,6,7,9,10,14]. TIWJ], oOycioBieHHbIE
KJIETOYHBIMHU nedexramu TIM(OIHUTOB,
XapaKkTepu3yloTCsl OoJiee TSKETBIM TECUCHHEM; JICUCHUE
3aKJII0YaeTCs B 3aMEIIEHHHM MOBPEXICHHBIX KIIETOK
CTBOJIOBBIMHU KJIETKAMH, CIIOCOOHBIMH IIPOAYLHMPOBATH
3¢ peKTUBHBIC KJIETKU UMMYHHOH CUCTEMBI
(TpaHCIIIIaHTANUS! TEMOIOATHYECKUX CTBOJIOBBIX KJIETOK;
TrCK) [6,7,9,11,16], uiu 3aMerieHnn 1e(eKTHOTO reHa.
Xorst  cuuraercs, uyro wMHorme [IMJ[  merko
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JMarHOCTUPOBaTh HA OCHOBAaHUM  JIByX  IIPOCTBIX
aHamm3oB kpoBu [4,9], wHepeaxo IIMJl ocratorcs
HEpACIIO3HAHHBIMM M3-32 OTKa3a Bpaueil paccMOTpPETh
9TOT nauartHo3. Kpome TOro, HOCTYNHOCTb JICUEHUS
HEOAWHAKOBAa B pa3IMYHBIX pernoHax mupa [10,11,13,17]
W JaXe B Pa3NMYHBIX CTpaHAaX ONHOTO KOHTHWHEeHTa. C
LENbI0 YCTPAaHEHWs] ATUX pa3IM4uid W oOecredeHus
paHHEH NTUarHOCTHKU U JOJIKHOM JOCTYNHOCTHU JIEUEHUS
Juis Beex marentoB ¢ [TH]] mo Bcemy Mupy HE0OX0 MO
CO3[IaHUE  CHENMANBHBIX  NPOrpaMM U CIykO
3ApaBooXpaHeHus. TONbBKO HEKOTOPBIM TOCYIapCTBaM
YAAJIOCh CIIPAaBUTHCS C ITOW 3ajavedd, Juisi OOJIBIIMHCTBA
OHa BCE €lI€ aKTyaJIbHa.

B HacTosimiee Bpemsi BOIPOCHI, CBS3aHHBIE C
npobnemoii [TN/] TpeOyioT BHUMAaHUSA B (HOPMHPOBAHUS
CIEYIOIIHNX JIOKYMEHTOB: LETbI0 SBIIICTCS
BCECTOPOHHEE OCBELICHWE NPHUHLMIIOB OpraHu3aluu
MemuIuHCKOM T1omontu mnanmentam ¢ I, K #um
OTHOCSITCA: CO3JaHHE CHEIMAIM3UPOBAHHBIX IIEHTPOB,
BRXHOCTh (POpPMHUpPOBaHHS peructpa OonbHbix ¢ [TA]],
HEOoOX0IMMOCTb MPOBEICHUS MEXTYHApOIHBIX
UCCIICIOBAaHUH,  pONb  OpraHM3alMi  IAlHeHTOB,
MIOBCEMECTHAsd JOCTYHHOCTh BCEX METONOB JICUCHUS,
Biimoyass tepanuo Ig u TI'CK. Mbl Hageemcs, 4To
MPUHLMIIBI, W3JI0KEHHBIE B HACTOALIEM JOKYMEHTE,
MOCIY)XaT PYKOBOACTBOM K JEHCTBUIO Uil BCEX
3aMHTEPECOBAHHBIX CTOPOH M JIML, OTBETCTBEHHBIX 3a
NPUHATHE PEIICHHH, B IOCTIXCHWH OOmed memn —
obecnieyeHnn Bcex mamueHtoB ¢ IIMJ]  moctymHO#M
MEIUIMHCKOM  IOMOIILI0, HEOOXOOMMOW Ui  HX
HOPMAJIbHOM M TONHOLEHHON >ku3HH. CyIecTBYIOT
NpPUMEpbl CO3/aHMs W YCIEUIHOTO (YHKIMOHUPOBAHHMS
HAI[MOHAIBHBIX U MEXKIYHAPOIHBIX COOOIIECTB (ceTei)
M0 JPYTUM PEIKUM 3a00JI€BaHUSIM. OJTH OpraHU3aluu
MIPEOCTAaBIAIOT BO3MOXKHOCTH Uil COTPYIHHUYECTBA C
LENbI0 YITYYILIEHUS MEAUIMHCKOM MOMOIIHM, Hamnpumep,
nmanueHTaMm ¢ remo¢mimedi. OYHKIIMOHUPOBAHUE TAKHUX
ceTedl JaeT IMOJIOKUTENbHbIE pPE3yibTaThl, M XOTd B
HEKOTOpPBIX  peruoHax Haesd HMX CO3JaHUs  yxKe
peanm3yeTcs, pa3BUTHE HAACKHON HHOPACTPYKTYPHI TO-
MIPEeKHEMY OCTaeTCs BaXKHBIM (DaKTOPOM IIPEOTOIICHUS
OCHOBHBIX NIPENATCTBUH B JieueHUH nanueHTos ¢ [IN/]] Bo
Bcem mupe [7,10,11,12,20].

Boobme cuutaercs, uro IIWUJ] — sT0 penkue
3a00J1eBaHUs, KOTOPbIE OMICAHBI OTHOCUTEIHHO HEIaBHO.
IlockonbKy OCHOBHOM IIPUYMHOW CMEPTHOCTH BILIOTH 1O
nepBoit monoBuHBEI XIX Beka SBIUHCHE WHGEKIUH, O

CYIIECTBOBAHWM  JTHUX  3a00IleBaHWHA  HHUKTO  HE
JIOTaIBIBAJICSL. C YIAydIIeHHEeM CaHHUTapHO-
TUTHCHUYECKUX  yCIOBHH, a Takke  pa3BUTHEM
BaKIMHAIMA W aHTHOAKTePHANBLHON Tepamuy Bpadd
CTald  OCO3HAaBaTh, YTO HE BCE TMAIMEHTHl C
MH(PEKITMOHHBIMH 3a00JIeBaHASMHA YMUPAIOT, a
YBEIUYEHUE MIPOJIOIDKUTEIBHOCTH KU3ZHU
croco0cTBOBAIO BBISIBJICHHIO OOJBHBIX c

penuanBHPYOMIMH HHeKnuIMu. Bo BTopoii mojgoBruHe
XX Beka MosIBJICHHE HEOOBIYHBIX (OMIOPTYHUCTHIECKHX)
MHQEKIMA  TpUBENI0 K  TOHWMAHHWIO  HAIWYHA
WHJIMBUIYaJIbHOM BOCIHPUUMYMBOCTH K HHQEKIUAM.
Bonee Toro, mnoBblllleHHAas BOCHPUUMYUBOCTH HHOIAA
HaOJoanack y HEKOTOPBIX WICHOB OJHOM CeMbU IIpH
OTCYTCTBUM ee Yy Jpyrux. Takum oOpaszom, ObuIO
YCTaHOBIIEHO, 4TO B HEKOTOPBIX cllyuasx
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BOCIIPUMMYHMBOCTh HOCHJIA HACIEICTBEHHBIM Xapakrep,
9TO, B CBOIO 04epenb, 00yCIOBIIO TIOHUMAaHHE TPHUPOIEI
[MN]] xak KIMHAYECKOTO TMPOSBICHHUS Je()EKTOB
HMMYHHBIX ~ MexaHm3MoB. OpHako  3¢¢exTHBHOE
MIPUMEHCHNE AHTHOMOTHKOTEPAITMH MOXKET 3aTPyIHUTH
pacnosHanue ITMJI, Tak Kak OpHU YCIEUIHOM H3JI€UEHUU
nH}EeKIUH JaneKko He BCe Bpaud CTaHyT I10J103pEeBaTh
HaJIMuYUe WMMyHonepuuura. B cBs3m ¢ 3TuM 10
ycTtaHoBieHuss nuarHo3za [IMJI MHorme mamueHTs
MIEPEHOCST OOJIBILIOE KOJINYECTBO HHPEKIMH C pa3BUTHEM
XPOHMYECKHUX TIOCIENCTBUI (OPOHXOIKTA3bl, CHUHIPOM

Malbabcoponnu u T.I.). ITockonbky 18140
XapaKTePU3YIOTCS XPOHHYECKUM TEYEHHEM, OOJBHBIM C
TakKUM  JOWarHo3oM  Tpelyercs cnerprIecKas,

MOKU3HEHHAs! TepaIusl.
Bo mHOrux crpanax JOCTYIHOCTb MEAULMHCKON

TIOMOIITHA MIPENCTaBISET OTPOMHYIO mpobiemy.
Huarnoctuka [TN]] yacTo 3ama3gplBaeT, YTO MPUBOAUT K
pa3BuUTHIO  ocioxHeHud. Ha3HaueHue — anexkBaTHOU

TEpaluy 3aTPyAHEHO WIH MOMNPOCTy HEBO3MOXKHO B
MEHee pa3BUTBIX pEruoHax. PaHHASA AMAarHOCTHKA U
CHelMaIu3upOBaHHasT MEAULIMHCKAs MOMOIIb SIBISIOTCS
3aJI0TOM JOCTIDKCHHMS HAWIYYIINX Pe3ylbTaToB JICUEHHS
HE TOJNBKO AJISI MAIMeHTa, HO W JUIA BCEro oOIecTBa B
nenoM. PaHHSS AMarHocTHKa CIocoOCTBYET COKPAIEHHIO
BPEMEHHU JI0 YCTaHOBICHUS IMArHO3a, a MPOMEIUICHHE B
3TOM OTHOUICHHHM OTPHNATEIbHO BIMSIET Ha YJICHOB
CEeMbM TMAIMeHTa, MPUHOCHT Bpel €My caMoOMy H
UCTOLIAET  PECYpChl  CHCTEMBI  3IPAaBOOXPAHEHHS
[1,2,8,9,17,18]. Tloka pauarHo3 He TOATBEPXKIEH,
MAlMEeHTOB, CTPAJalOUIMX OT pELHUIMBOB HH(EKINH,
ayTOMMMYHHBIX WJIM BOCIQJIUTEIbHBIX 3a00JIeBaHMUM,
oOycnoBnennbix [1M]/l, 3avacTyro HampaBislOT K
pPa3IMYHBIM CIenuanucTaMm 0e3 Ha3HAa4eHUs IOIKHOTO

nmeuyeHus u HaOmopeHus. KoHe4HBIM pe3ynbraTtoMm
CTaHOBHTCS YXYZILIEHUE COCTOSIHUS OOIBHBIX,
HE0OOCHOBaHHOE HCTIONIb30BaHNE pecypcoB

3[JpaBOOXPAaHCHUS] W YYBCTBO OECIIOMOIIHOCTH Y BCEX
YYacTHHKOB Tiporiecca. /lanHbie MHpOpMAIIMOHHOMN 0a3Hl,
Bkirovatomieit 6onee 1000 mamueHTOB ¢ TOAO3pEHUEM Ha
U u3 A3uu, MOKa3bIBAIOT, YTO CEMBU YaCTO TEPSIOT
OIHOTO WM Ooyee JAeTeld OT HEeIUarHOCTUPOBAHHOTO
I[MN]]. ToyHass TUATHOCTHKA MOXET CIIOCOOCTBOBAaTh HE
TOJILKO CBOEBPEMEHHOMY MOJTyYEHUIO
CIIENUANTM3UPOBAHHON MOMOIIM, HO TaKKe MPOBENECHUIO
TeHETUYECKOTO KOHCYJIBTUPOBAHUS/TIPEHATAITLHOM
IUArHOCTUKA B OTHOIIeHWH Oygymmx gereil. K
COKaJICHHUIO, B MEHEE Pa3BUTHIX PETMOHAX JaXKe B Cllydae
ycraHoBneHus: auarHo3a [IW]J cnenuanuzupoBaHHAs
MOMOUIb TAKUM MalMEHTaM 4acTo HeAocTymnHa. Jlaxe B
CTpaHaX C OBICTPOPACTYIIEH IKOHOMHKOW OTCYTCTBYIOT
rocyaapCTBEHHBIE MIPOrpaMMBbl (UHAHCUPOBAHUS
MOXW3HEHHOW 3amecTturenbHO Tepanmu Ig mmu TI'CK,
xoTss o00a wmeroma JsieueHus dQPQeKkTuBHBL — YUTO
HeoOXomuMO caenaTh B TEPBYIO odepenb. PaHHee
BBISIBJICHHE KIMHUYECKON MaHW(ecTalnu, MO3BOJIIONEH
3anono3puth [Nl no Hauanma TSHKENbIX OCIOXKHEHUM,
OKa3bIBAIOIINX OTPHIIATEIILHOE BIUSHUE HA COCTOSHUE

300poBbs  manueHrta; lllupokas  0OCBEAOMIICHHOCTb
memukoB 1o mnosoxy [IMJ] u wmH)opMmanmoHHBIE
KaMIOaHUM  JJI1  [OBBIIIEHUS  OCBEJOMIIEHHOCTHU
nanueHToB;  KoHceHcyc 1o  moBomy — 0OasHCHBIX
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MPaKTUKK W BpadaM  CTanuoHapoB  (oOmuid U
muddepeHINanbHbI  aHaN3 KPOBH, KOJWYECTBEHHOE
omperneneHne ypoBHs Ig cBIBOpOTKH) ; B03MOXHOCTH
HEMEUIEHHOTO JIOCTYyIIa K crienuaiicty B odmactu [T
JUIA TIOATBEPKICHUS JHWArHOo3a W OBICTPOrO Ha3sHAYCHUS

JICICHS; CrangapTuzanms MIPOTOKOJIOB
HUMMYHOJIOTHYECKOH JIMarHOCTUKHU
(MMMyHO(EHOTUTIIMPOBaHUE, aHaIu3 6emKoB,

(byHKOHOHANBHBIE TECTBl in Vvivo W in  vitro) o
BaJIM/IAIIMOHHAs OIIEHKAa KIMHUYECKUX U JIabOpaTOpHBIX
OuoMapkepoB Ui NPOTHO3UPOBAHMSA  OCIOXKHEHUIS;
JIOCTYyITHOCTE T€HETUYECKOr0 KOHCYJIBTHPOBAHUS AT
ceMel MalMeHTOB MOCJIe YCTAHOBICHHS JUAarHo3a.

Bonbmioe 3HaueHHE MMEET BaKHOCTH CO3JAHUS
HammonanmsHoro Peructpa. Cnenyet otmernts, uto [TW]1
y)Ke He BXOAWUT B opdaHHBIC 3a00JICBaHUS, U CUUTACTCH,
9yTO0 OKoJo & MiH dgemoBek crpamaror  [TH/L.
HanuoHaneHelii peructp — BaXKHbIH HMHCTPYMEHT MJis
YMHOBHMKOB B  00NacTW  31paBOOXpaHeHHs,  JUIs
3aMHTEPECOBAHHOW  OOIIECTBEHHOCTH U  CTPaXOBBIX
KOMITaHUH; OH OOJier4aeT IUIaHUPOBAHUE paclpeelICHHs
JICYEHUsI M CIIOCOOCTBYET pPa3BUTHUIO WHHOBAI[MOHHBIX
METOJIOB TEpanuH, YTO ObUIO MPOJEMOHCTPHPOBAHO B
Bpuranckom mmane neuenms mo motpedbHocTH (UK
Demand Management Plan) [3,8,10,13,16].

Ectp XapakTepHbIe 0COOEHHOCTH
pacopoctpanenus IIMJ] B A3zuu, YTO CKOpee BCEro
XapaKTepHO M [UIS HAIIEr0 PErHOHAa, TaK Ha3bIBaeMbIC
YHUKaJIbHBIE TaTTEPHBI:

- Bricokoe KpoBHOE POACTBO;

- AyTOCOMHO-pELIeCCUBHbIE u
CIeTUICHHBIC (hOPMBI OOJIC3HU BCTPEUYAFOTCS Yallle;

- IManmentsr TIMJ] B A3um uUMEIOT HHYIO
KapTHHY WHQEKIUit: 9T HHPEKINH BHOCST CBOI BKIIAJ B
OCHOBHYIO 3200J1€Ba€MOCTh U CMEPTHOCTH MAI[HCHTOB
M1, roe mpeobmamaror Mycobacterium tuberculosis,
Mycobacterium bovis, Burkholderia pseudomallei wu
Talaromyces marneffei;

- TTarneHTHI XPOHUUYECKOI
rpaHyJIeMaTo3HON 60Je3HBIO HMEIOT  BBICOKYIO
pacIpoCTpaHeHHOCTh TyOepKyIe3HOH nHpekuny;

- N3-3a BBICOKOM 3HJEMUYHOCTH
TyOepkyne3a B Asum, ucnons3yror BakiuHy BIDK. Tak,
BIDK wur siBnsieTcsl KIMHUYECKUM TPOSIBICHUEM MHOTHX
MU TsKenblii KOMOMHHPOBAHHBIH HMMMYHOIE(QHIUT
(TKUN), XT'B, curapom runep-IgM u mp.;

- Bricokass 3abosieBaeMOCTb apTpUTOM Y
MAIlMEHTOB C X-CHCIUICHHOH araMMarioOylTnHeMHueH,
BEPOSTHO, CBSI3aHO C MO3JHEH ITUATHOCTUKOHM U IO3IHUM
HavayoM 3aMectuTesibHoM BBUI;

- Chromobacterium violaceum OBLI
3apernCTPUPOBAH KaK XapaKTEPHBIH MHKPOOPTaHU3M JUIs
(haronmrapHbIX AedexroB. Coobmaercs 0 CMEPTHOCTH 10
50% ot 3To# MHDEKINY;

- Menuounos, BeseiBacMblii  Burkholderia
pseudomallei, osHaeMuueH, ¥ SABIAETCA CEPHE3HOU
npobnemoit qist manuenTos [TU/] B A3um;

- Boienenst  psag  [IAJ] ¢ nedexrom
IIUTOKMHOBOH peryisimy, CBSI3aHHBIX c
IPEApPACIONIOKEHHOCTBIO K  JHAEMUYECKHM MHKO3aM
(Hanpumep, Talaromyces marneffei,
JICCEMUHUPOBAHHBIN KOKIIMJHOUIOMHKO3,
THCTOILIA3MO3 U MaPaKOKLHIHOUIAOMHKO3) ;
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- JKuBas mepopaiibHas BaKLMHA IIPOTHB
MONMOMUEINTA HCIONB3yeTCd B CTpaHax AsWH W
SIBIISIETCSI CEPHhE3HOM MPOOIEMOM TSI MHOTHX TTAallHEHTOB
NA. Tlauwentsr I[IM]J] nomy4aroT nepopaibHYIO
BaKLUHY ITPOTHB MOJIMOMHUENNTA 10 MOCTAHOBKH JUATHO3
«II !

CHOXXHOCTH, C KOTOPBIMU MBI CTaJKUBAaeMCS Ha
CErOJHAIIHUM JeHb:

- IInoxas
IIPAKTUYECKOTO 31paBOOXpaHEHNs;
Hacropoxennocru Ha ITN/T;

Heobxonnmo co3/1aHKe HanuonansHoro
Pernctpa mammentoB IIMJ] ¢ menpio ydera OONBHBIX
[MNJ ¢ pasnmuaabIME (hopMaMH, YaCTOTH BCTPEIaEMOCTH,
0COOCHHOCTEH KIMHUYCCKUX TIPOSBICHUI M Teparmy,
CO3MIaHUA TCHETUIECKHUX 6a3, pa3paboTKu
JMAarHOCTUYECKUX KpuTepueB u cxem Tepanuu [TN/]L,
KOHTPOJb Ka4ecTBa yxoAa / OKHW3HH, COneicTBHE
TEHEeTHYECKUM  HUCCIENOBAHUSAM U KIMHUYECKUM
HUCOBITAHUAM, a TAKXKEC YIYYHICHHUC HAIICTO MOHWMaHUA
€CTECTBEHHOH HCTOpHUU 00Je3HH U (QYHKIMHM HUMMYHHOU

HHPOPMHUPOBAHHOCTh
OtcyTcTBHE

reMonodTHYeCcKux cTBONOBHIX KieTok (HSCT) siBistrorcst

BO3MOXHBIMH ~ BapHAaHTAMU  IOCTOSIHHOTO  JICYEHHS
HECKOJIBKHUX THUIIOB OTIaCHOTO Ut KU3HU
UMMYHOIC(HIINTA,;

IlocrosHHass  [locTynmHOCTH  BCEX  METOHIOB
nmeyeHus  (aHTHOAKTepHaJIbHAs, MIPOTHBOBHUPYCHAS,
3aMECTUTEIIbHAS BBUT,

AHTHIUTOKHHOBAS/IIATOKUHOBAS) ;

Obecnieuenne manuentoB ¢ I1MJ moctymHOM,
aJICKBaTHOM U HAJECKHOM MEAMLIMHCKOM IIOMOIIBIO, U
nH(pacTPyKTYpOil roCyIapCTBEHHBIMHI OPTaHU3aALUSIMU;

IToBBICHTE OCBEJOMJIEHHOCTh Bpadell M CHUCTEM
31paBOOXpaHEHNS;

Bakmunanusa ~— ocnmaOlCHHBIMH — BaKIHWHAMU:
OpalbHbIE BaKUUHBI IPOTUB IIONMOMHUENNTA M KOpH-
MapoOTUTA-KPAaCHYXH, MOTYT HE MOAXOAWTh AN JAeTel
[INA, 4YTO MOXET NpPOSBUTHCS KpalHE TSHKEIBIM
KIIMHAYECKUM TE€YE€HHEM BIUIOTh 10 CMEPTH.

ITomumo nHpekuuu, 3HA4YUTEJIbHAs
3aboneBaeMoCTh M cMepTHocTh mpu  [IMJ] moxkeT
BbI3BaHa HEMH(EKIIMOHHBIMH (POPMaMH;

CUCTEMBI; OrcyrctBHe 3TuUX (PAaKTOPOB CHOCOOCTBYIOT

Baxnas ponp npuHamnexxur OpraHusanui 3aM03JaJI01 U YIYLICHHON JTUarHOCTUKE U JICYEHUIO, YTO
nanuenTos TT/T; MOXET IPUBECTH CMEPTEIBLHOMY IIPOTHO3Y.

Bompocsl, cBA3aHHBIE ¢ TpaHCIIAHTALHEH
KOCTHOTO Mo3ra (BMT) u TpaHCJIaHTaLUs
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