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AHHOTALUSA
3a0OoneBanus mnepBuuHoro wummyHonepuuurta (I[IMJ) wnu BpoXKIEHHbIE HapyLICHUS
MMMYHUTETA SIBIISIOTCS HACJIEACTBEHHBIMU HApyIIEHUSMHU, KOTOPbIE HAPYyIIal0T UMMYHHBIN OTBET,
9TO MPHUBOJUT K TIOBBIICHHOMY pHUCKY BO3HUKHOBEHHS WH()EKIMOHHBIX, ayTOMMMYHHBIX
OCJIO’)KHEHUH, BOCHAIUTEIbHBIX MPOLIECCOB, PA3BUTUIO OHKOJIOTMYECKUX M OHKOT€MaTOJIOTHYECKUX
3aboneBanuii. CoBpemenHas knaccudukanus [IM]] BxmrouaeT B cebs Oonee 354 pazmuyHBIX
3a00JIeBaHUI U CIIMCOK MOCTOSTHHO pacuupsiercs. [1o olieHkaMm, ecTb MUJUIMOHOB YeJIOBEK BO BCEM
mupe xuByT ¢ I[N, u3 xoropbix Toiabko 27 000—60 000 nuarHOCTHpPOBAHBI, HU3-3a HU3KOU
OCBEJIOMJIECHHOCTH 00 3TUX 3a00JjeBaHUSAX, KaK CpeJu Bpauel MEepBUYHOrO 3BEHA, TaK U Cpeau
HaceneHus. OTCyTCTBHE HAIMOHAIbHOTO peecTpa nanueHToB ¢ [T/ B Y30ekucrane, He O3BOISET
OIICHUTH (DAKTUYECKYIO 4acToTy 3aboneBaeMocTH. ClieyeT HampaBUTh yCWIHS Ha CO3JaHUE Oa3bl
JaHHBIX HalMOHaNbHOro peecrpa mauueHtoB c¢ [IN]J] B V36ekucrane. Peectpsr I1M]] nmomorator
Jy4Ile MNOHSTh 3MHUIEMUOJIOTMYECKUIN aHajIn3 TeHOTUIIOB U ()EHOTUIIOB U MMEIOT OIpeAessioee
3HAYEHHUE HE TOJIbKO JJISl HAyYHbIX UCCIIEI0OBAaHUM, HO U Ui pa3pabOoTKU yIIy4IIEHHBIX IPOTOKOJIOB
JMArHOCTUKY U JICYCHHUS.
KiaroueBble  cioBa:  NEpBUYHBIM ~ UMMYHOACPUIUT,  HHPEKIUH,  UMMYHUTET,
3JI0Ka4E€CTBEHHbIE HOBOOOPa30BaHUs, PEECTP.
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AHHOTAIUA
bupnamun ummyHuTeT Tankucauru kacauukiaapu (bBUT) éxu TyFMa uMMyHUTET Oy3MIIHMILIH-
Oy UMMYHHUTETHU UIIJIaH YUKapaJUrad upcuil kacayumkiiap 0yiuob, nHpekuusiap, UMMYHUTETHUHT
Oy3uNuIIM, ayTOMMMYH XoJjaTjap, sJUIMFJIaHuIl Ba €MOH cu]aTiau HeolulasMaiap XaB(UHU
owmnpanu. [Iugaunr 3amonaBuit TacHudu 354 naH OPTUK TYpPIIM XWJI KaCAIMKIAPHU Y3 HYKUra oJaau
Ba pyilxar noumuil paBuiga keHraitn® copmokzaa. Jyné 6yinad onru muuinon kumu bBUT Ounan
SmaéTraHd TaXMHUH KWIMHMOKAA, yiapaaH ¢gakat 27,000-60,000 Tacura Tanxuc KyWuiaraH, 9YyHKA
Oy KacaJuTMKiIap XakKujaa THOOMETHHHT OMpiiaMud OyrMHH Ba axoJid opacuja xabapAopiiHMK MacT.
Xo3upru Kynaa Y36ekucronna BUT 6uan kacaiaHran GeMopiap MUJLIHH PeeCTPHHUHT HYKIMra
cababmu wmamnakatnma BUT Owman KacaJUTaHUITHUHT XaKUKAW XojaTd HoMabiym. Cabii-
XapakatiapHu Y30ekucronma IIMJ] GuiaH KacaqiaHraH OeMopiap MHJUIMH  PEeCTPUHMHT
MabJIyMOTJIap Oa3aCcHHU SpaTULITra HyHanTUpuil J1o3uM. bynaaii peructpiaapuunr maBxyuura bUT
IeHOTUIUIapy Ba (EHOTUIUIAPUHUHT E€NUAEMUOJIOTHK TaXJWIMHU SXIIUPOK TYLIyHHUIIra €paam
Oepaay, IYHUHTAEK TAKOMILIAIITUPWITaH TUarHOCTHKA Ba TEPANEBTUK TaI0OMpIIapHU YpraHuill Ba
UIUIa0 YUKUIL YUYH KYy1a MyXUMIHP.
Kanur cy3nap: OupnamMum HMMMYHUTET TaHKUCIUTH, UHQEKUusiIap, HWMMYHUTET,
Heolu1a3Malap, peecTp.

RAJABOVA Zilola Alisherovna
ABDULLAEVA Nazokatkhon Shukhratovna
BOBOEYV Kodirzhon Tuxtabaevich
ALIMOYV Timur Raufovich

RSSPMCH MoH RUz

PRIMARY IMMUNODEFICIENCY: MODERN CONCEPTS, STATE OF THE PROBLEM
AND PROSPECTS
ANNOTATION
Primary immunodeficiency diseases (PIDs) or congenital immune disorders are inherited
disorders that disrupt the immune response, resulting in an increased risk of infectious and
autoommune complications, inflammatory processes, the development of cancer and
oncohematological diseases. The modern classification of PID includes more than 354 different
diseases and the list is constantly expanding. According to various estimates, approximately
6,000,000.00 people have PIDs, of which, however, only 27-60 thousands are diagnosed, due to low
awareness of these diseases among both primary care physicians and the general population. The lack
of a national registry of patients with PID in Uzbekistan does not allow us to estimate the actual
incidence rate. Efforts should be made to create a database of a national register of patients with PID
in Uzbekistan. PID registries help to better understand epidemiological analysis of genotypes and
phenotypes and are crucial not only for scientific research, but also for the development of improved
diagnostic and treatment protocols.
Keywords: primary immunodeficiency, infections, immunity, malignant neoplasms, registry.

W3BectHO, uto IlepBuunbsie ummyHHOnedunuTh! (I11MJ]) 601ee pacnpocTpaHeHsl B peruoHax
C BBICOKUM YPOBHEM KpPOBHOPOJICTBEHHBIX OpakoB, IMOCKOJIbKY OOJBIIMHCTBO W3 HUX HMEIOT
ayTOCOMHO-PEIECCUBHBIN TUI HACIEI0BaHUS.

Brnepseie B 1952 rony bpyToHn onucan nepsblii ciyyail arammarioOynnHemuu [ 8, ¢.722-728].
Ha ceronnsmnuii 1eHb reHeTH4YecKy uaeHTUGUIpoBaHo 6onee 354 pa3znuuHbix 3a001eBanus ¢ 344
Pa3IMYHbIMU Je(EKTaMU F€HOB, U IIOCTOSIHHO BBISBJISIOTCS HOBBIE 3a00eBanus. [1N]] Tpaguimonto
BBISIBJISUIM T10 MOBBIIIEHHOW BOCIPUUMYHMBOCTU K UHpEKIMAM. BriociencTsuu Obliia Mpu3HaHa CBA3b
Mexay [IU/] ¢ ayTonMMyHHBIMH peakIMsIMU U HEKOHTPOJIUPYEMBIM BocniaieHueM. 1Ipu otaenbHbIx
¢dopMax MEpBUYHBIX HWMMYHOJAE(HUIUTOB 3HAUUTENILHO IOBBIIIEHA YacTOTa 3JI0KAY€CTBEHHBIX
HOBOOOpa3OBaHMWI, B YaCTHOCTH Tematojioruueckux [1, c. 154-162]. B nocnennue necsatuneTus
MIPOM30IIIE)T 3HAYUTEIBHBIM Tporpecc B obmactu auarHoctupoBanusi u teparnuu [TN]], koTopsie

51



GOMEJULLAHA BA AMATUET VPHATA | JYPHAN GUIOMEULIAHI 1 MPAKTIAKY | JOURNAL OF BIOMEDICINE AND PRACTICE Ned | 2022

W3MEHWIM B3[JISbI MHOTMX ManueHTOB. IIpomomkurenbHOCTh u3HU mauueHTtoB ¢ [IW/] u
BTOPUYHBIMH HMMYHOJIECDUIIMTAMH  yBEIHYMIACh Oylarogaps HEIAaBHUM JOCTIDKCHHSIM B
JIMarHOCTUYECKUX M TepamneBTHUeckux crparerusix. He croutr HemoouenuBath [IM]I, koTOophie
MPEJICTABIISIIOT CEPbE3HBIE MATOJOTMHU C BBICOKON BEPOSTHOCTHIO PA3BUTHUA TSHKENBIX OCIOXKHECHUH,
BIUIOTH J0 MHBaNUIM3auu (27%) u neranbabix ucxoaos (11%) [24, c. 234-237].

O1Hojorus OOJIBIIMHCTBA HMMYHOJC(DHUIIMTOB HEW3BECTHA. BpOXXIEHHBIE HApyIICHUS
MMMYHHTETa, K KOTOpbIM oTHocsaTcsa [IM/], sBastoTcs HacneACTBEHHBIMU HApYIICHUSMU
XapaKTEPHU3YIOUIMECs  PEIUANBUPYIONIUMU  WHPEKIHMSIMHU, aUIepTHei, BOCHAJEHUEeM  WJIU
3JI0KAYE€CTBEHHBIMH HOBOOOPA30BAaHUSAMU B CJICJACTBHHM TCHETHUYECKMX M3MECHEHHUM BIIMSIONIUX Ha
MMMYHHYIO CHUCTEMY. B Mupe HET eauHOro moaxoaa K WX KiIacCH(UKAIMU M 3a4acTyl0 OHU
OTHOCSITCS K «PEIKUM OO0JIE3HAM» WM BXOJAT B IPYNILy «Oop(aHHbIX 3a0oieBaHuit». O01as yactora

[MN]] coctaBmsieT okomo 1:10 000, 1 OONBIIMHCTBO U3 HUX MPOSBIIAECTCS B paHHEM JETCTBE [2, ¢. 96—
128].

AHanu3upys UMeElolecs: HalMoHalbHble peructpel EBpombl ceth meHtpoB J[lxeddpu
Mopena nany OIEHKY MO0 MHUPOBOW 3a00JIeBa€MOCTH, IO KOTOPOW OBLIO MOJCYUTAHO, YTO IIECThH
MUJUTHOHOB uyesnoBek kuBYT ¢ [IM/], u3 kotopeix Tosnbko 27 00060 000 nuarnoctupoBansl. s
ctpan EBponsr oxumaercs 638 000 ciydyaeB, HO B HacTosIiee BpeMs 3apeructpupoBaro 15 052
ciyyas (2,27%). B Adpuxe mo 902 631 uenoek moryt umets [ ], Toraa kak B HacTosIee BpeMs
3aperucTpupoBaHo Toybko 1016 cioyuaes. [3, ¢. -7]

[To panabiM CHIA, pacnpocTpaHEHHOCTh KJIMHUYECKHM 3HAUYMMOro HMMYHOJEPUIUTA
orneHnBaeTcs B auanaszone oT 1:1200 mo 1:2000 [4, c. 497-502]. JlanHbIE 0 KOJIMYECTBE MAIlICHTOB,
ctpanaromux ot [TN]] cobupaer EBponeiickoe obmectBo ummyHnoaepuiutos (ESID) u Benet peectp
ManueHToB u3 6oJee uem 125 nentpos no Beewt EBpone, a B 2014 r. ESID nundopmanuio o 6oee yem
20 000 mamenToB ¢ ITHU/I. [5]. ESID-Database-Statistics 2016.

Hecmotpss Ha TO, 4TO KpPOBHOPOJCTBEHHBIE Opaku B HACTOSILEE BpEMs 3allpellieHbl U
MIPOTUBOPEYAT MOPAIbHBIM HOpPMaM, CPelrd HEKOTOPBIX MOIMYJISIIMA OHM BCE-TaKh HMMEIOT MECTO
ObITh. Jlokazano, uyrto IIMJ[ Oomnee pacrnpocTpaHeHbl B peruoHaX C BBICOKUM YPOBHEM
KPOBHOPOJICTBEHHBIX OpakoB (ApaOckue crTpanbl), mnockoiabky IIMJ[ wumeer ayrocomHo-
perieccuBHbIA THUIT HacaenoBaHus [6, c. 1-9]. [lomumo BbICOKMX IOKa3aTeseld KPOBHOTO POJICTBA,
00JIBILION pa3Mep CEMbH U OBICTPBIM POCT HACEJIEHUS - BCE 3TO (PaKTOPhI, OTBETCTBEHHBIE 3@ BHICOKYIO
pacnpoCTpaHEHHOCTh PEIKMX F'€HETUYECKUX 3a00JIeBaHUI B CTPAHE.

CoBpemennas knaccudukanus [11M]] BxiarogaeT B ce0st 6omee 354 paznuyHbix 3a001€BaHUN U
CIHUCOK IOCTOSIHHO mnonojHseTrcs. [1o Gonpiieil yactu MoJjieKyssipHas NpUYMHA U JIeXKAIIUd B ee
OCHOBE T'€H WIM JaK€ HECKOJbKO TI€HOB ObUIM YK€ HIACHTUQUIUPOBAHBI U MOTYT OBIThH
MIPOAaHAIM3UPOBAHBI ISl BBISBIEHUSI MyTallui, BbI3bIBAIOLIUX 3a00jieBaHUE. ['€Hbl, BbI3bIBAIOIINE
[MN]1, BAUSIOT MOYTH HA BCE KOMIIOHEHTHI, KOTOpble (PYHKIMOHUPYIOT B UMMYHHOU cHUCTEME U
Y4acTBYIOT B CO3PEBAaHUU JIMHUI I'€MOIIO3TUYECKUX KIIETOK, Mepe/iaye CUTHAJIOB, NEPEKIIOUEeHUN
KJIACCOB, 3aLIUTE OT CHEIU(PUUECKUX TATOI'€HOB, a TAKXKE B MYTAX, /U1 KOTOPBIX HE Cpazy OYEBHUJIHO,
KaK OHHM CBSI3aHbI ¢ UMMYyHoiehuuToM [4, c. 497-502]. Mex1yHapoaHbII COI03 UMMYHOJIOTHYECKUX
obmect: Otuer Komurera mo nmepBUYHBIM HMMYHOJE(hUUUTHBIM 3a0osieBanusM 3a 2017 1. o
BPO’KJICHHBIX OLIMOKax uMMyHHTETA [7, c. 96—128].

Komurer no kiaccudpukanuy MexIyHapOoJHOTO CO03a MMMYHOJIOIMYECKHX oOIiecTs [9,
696—726] xnaccudurmposan [11]] na 9 rpynm (puc. 1)

Wnpexkuun — npuszHak ummyHonedpumuta [10, c. 69-86]. OpHako mnoHauamy Japyrue
CUMITOMBI MOT'YT OBbITh O0Jie€ BBIpaXKEHHBIMU, HAIIPUMED, 3aJIepHKKa Pa3BUTHUS, KOTOPYIO OHU MOTYT
BBI3BIBATh Yy J€TEH, KOHCTUTYLIMOHAIbHBIE CUMIITOMBI y B3pPOCIbIX, TAKHE KaK MOTEpsl Beca, WU
COITYTCTBYIOILIUE CUHAPOM-CIIEHU(DUYECKUE CUMIITOMBI, TAKHE KaK TMIIOKAIbIIMEMHUS] IPU CUHIIPOME
JuJopmxku. AyTOUMMYHHBIE IPOSIBJICHUS MOTYT OBITh XapakTepHbIM npusHakoM [11]], ocobenno
y B3pOCJHBIX, @ TakKe HEOObIYHBIX JIMM(OUAHBIX WIM TpaHyJeMaTO3HbIX 3a00JeBaHUM.
CrnenoBaTenbHO, JAPYrue OCIOXKHEHUS, TaKHE KaK 3J0KaueCTBEHHbIE HOBOOOPA30BaHMS, CTalu
BOXHBIMU TPUYMHAMH 3a0osieBaeMocTH W cMmeptHocTd mipu [IWJ] [11, c. 48-55]. B HekoTophix
ClIy4asix 3JI0Kaue€CTBEHHbIE HOBOOOpa30BaHUS MOTYT OBITh MEPBBIM CUMITOMOM ocHOBHOro ITH/I.
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HaHI/IeHTI)I HMCIOT IOBBIIICHHYIO 4YaCTOTY BCEX BHJAOB 3JIOKAQUCCTBCHHBIX HOBOO6pa3OBaHI/II\/’I 110
CPaBHEHHUIO C 0011el Nomyisurei, 0cO0OEHHO YacTO BCTPEUAIOTCs TUM(POMBI.

HEIiIEFM-I EIIETOWHOTD H IO JAIEHODD
BT

® TAEEIIAA NJHEI‘E['EE{_FEIBEI‘IH&H HMM VHHAA HEAOCTATONHOC TR

= Crrpmpom BrcroTra-Crmpers, Higures ® op.

* CETERTHEHED Medi IHT MM YHOTTIOOWEH L, Z-CLEIme HEa A
ACaMMATTIOC WIIHHEMHA H O5.

* HAGTIEMGTEEHHEN: TEMOATOIHTARNbE CHHIPOMEL,
AYTOHMMVHEEL IDor oMo e A THEHE:  CEETEOMEL B M.

* BOEIEHEEE HEHTPOTEHHI, ¥ POHHUECKAT TPAHWEMATOSHAT
Gioesie-21 B 3 mp.

Pucynok 1. Knaccudgukanusi 3a601eBaHNii BHI3BAHHBIX MEPBUYHBIM
ummyHoaepunurom (ITUJI)

[IpaBunbHO cOOpaHHBIM CeMEMHBI aHaMHe3 BaXeH Uil OBICTPOrO pacro3HaBaHUS
IFeHETUYECKUX HAPYLIEHUH, XOTsS MHOTHE MyTallid MOTYT ObITb HOBBIMH, a CEMEHHBIM aHAMHE3 HE
00s13aTebHO MOJM0XKUTENbHBIN[ 12, c. 495-500; 17, c. 477-482]. BropuuHble IMMYHOAE(DULIUTHI 11O
KJIINHUYECKUM IIPOSIBICHUSAM UMEIOT cxoxecTh ¢ [T/I.

HeoOxomumo npoBoauts auddepennumanuto mexay [1I1MJ] u cunapomoM npuoOpeTeHHOro
UMMYyHoIehuUIUTa, BBI3BIBAEMOT'0 BUPYCOM UMMYyHoehuIuTa YeJI0BeKa (BHY),
UMMYyHOJIehUIIUTAMH U HUMMYHOJE(EKTaMu CBSI3aHHBIMH C BO3JICHCTBHEM JI€APCTBEHHBIX
npernapaToB  (HampuMep  MMMYHOJEIPECCAHTOB), C  PAa3BUTUEM  OHKOJOIMYECKUX U
OHKOT€MaTOJIOTUYECKUX  3a0oyieBaHMM M MPOBOJUMOM  NpU  JAaHHBIX  MATOJOTHSIX
nonuxumuorepanue (IIXT) u mpoume Bropuunble ummyHoaeduuutHbie cocrosHus (UAC),
KOTOPBIE BBISIBJISIIOTCS Yallle YeM HEepaclo3HaHHBIA BO B3pocioM cocrosiuuu [THU]] [13, c. 764-768].
[IpunsTHE OKOHYATENHHOTO perieHust 00 ycraHoBieHun auartosa [IM]] Bo3MoXKHO TONbKO mocie
UCKJTIOYEHHS BCEX ITUX MaTOJIOTUH.

JlnaraocTuka nepBUYHbIX UMMYHOAepUUUTHBIX cocTostHui (T C)

Huarnoctuka [TMJIC — uctopus, koropas NOCTOSHHO pa3BUBaeTcs. PaHHSS AMAarHocTHka
I[MUJIC ocraercs kmroueBoi 3amadeit. Jlmarnos 1]l gacto cTraBUTCS C OIO3JaHUEM HJIH JaXKe
BoOOIIe HE CTaBUTCA, OCOOEHHO B pailloHaX, IAe HUHQPEKUHOHHbIE 3a00JEeBaHUS IIMPOKO
pacnpocTpaHeHbl, KaKk 3TO MMEET MECTO B OOJBIIMHCTBE pa3BHBAIOIIMXCS cTpaH. B mocnemgnue
JNECATUIETUS AUarHocTrka u iedenne [11/] mogHsaImce Ha HOBBIM YPOBEHb, YTO U3MEHHUIIO B3IJIS/IbI
MHOTHX IanueHToB [ 14, ¢. 507-15]

Pannee BersiBnenue [1M]] mo Toro, kak cepbe3Hbie MHPEKIIUU MMOCTABST O] YTpo3y oOIee
COCTOSIHME TMAallMeHTa, BAXHO JJIs NPOrHo3a mnpobaHIa U CBOEBPEMEHHOIO TI'€HETHYECKOIO
KOHCYJIbTUPOBAHUS ero ceMbu [15, c. 289-355].

Huarnoctuky IIM]J] paunoHasbHO HayaTh C KIMHUYECKOTO OOCIIEOBAHMS IallMEHTA,
BKJIIOYasi CEMEWHYI0 HCTOpPHIO C MOcCieyromeld  (QYHKIHOHAIbHOM  XapaKTepUCTHUKOM
MMMYHOJIOTH4YecKiX KoMroHeHToB. K HacropaxuBatomum npuszHakam [1W]Ic otHocar [16, c. 190—
197] (Tabu. 2).
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Pucynok 2. HacropaxkuBamue NpU3HAKU NEPBUYHBIX HMMYHOAe(PUIIUTHBIX
cocrostnmnii (ITU/I¢c)

[Tosrannas ummyHosnorudeckast nuarsoctuka [IMJIC Bkiroyaer B ce0s cieayromue Tpu
BAYKHBIX ATara:

— KJIMHUYECKas TUarHOCTUKa

— nabopaTtopHasi TUarHOCTHKA

— IeHeTUYecKasi IMarHoCTUKA.

BaxxupiMu koMrmoHeHTamu j1abopatopHoit juarHoctuku IIMJ] sBisitoTcs:  0azoBble
uccnenoanus (OAK, onpezneneHne ypoBHsI CBIBOPOTOYHOI0 UMMYyHornoOyiauHa IgM, 1gG, IgA u
IgE), ummyHnodenotunupoBanue (mudepeHnuanus cyonomymsinuio dumdonuroB — T, b u
€CTECTBEHHbIE KWJUIEphl) U cekBeHupoBaHue. HVmmyHodenoTunuueckas ouenka I[Nl c
HCIOJIb30BAHUEM TNPOTOYHOW IIUTOMETPUM JA€T BaXKHbIE IOJCKA3KU Uil JAMATHOCTUKH 3STHX
paccTpoiicTB, XOTs JUIsl MOATBEPKJAEHUS TpeOyeTcs HIACHTU(PUKAIUS OCHOBHBIX MOJIEKYJISPHBIX
nedexToB myTeM cekBenupoBanus [ 18, c. 316-322].

bnarogaps ObICTppIM TeMIlaM BHEIPEHUS HOBBIX TEXHOJIOTMM, Ha CETOAHSIIHUN JEHb
MEUIMHA MPEAOCTaBIseT BO3MOKHOCTH JUIsl AMATHOCTUKHU U T€pPanuu OOJIbHBIX C BPOXKJIEHHBIMU
nepexTaMu MMMYHHOH CHUCTEMbl. AHAIW3 MOJIEKYISPHO-TEHETUUYECKUX J1e(EeKTOB, IO3BOJISIET
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oOHapyKMBaTh HOBbIE HApYILIEHUS B MeXaHM3MaX (DYHKIMOHHUPOBAHUS MMMYHUTETA, YTO MOXKET
CIIy’>KHTb OCHOBOM Il CO3/ITaHUSI HOBBIX CIIOCOOOB MMMYHOJUArHOCTUKU U uMMyHoTtepanuu 111 ][c
u UJIC.

Kax ykazano Beime, [1M]] nepBoHavanbHO OBUIM OIMKCAaHBI KaK PEAKUE, BCTPEUAIOLIUECS
TOJIBKO y MJIQJICHLIEB U JeTed MIIAJIIIEro BO3pacTa W CBSA3AHHBIE C TSHKEJIBIMH KIMHUYECKHUMU
cumnToMamu. TeM He MeHee, JOCTH)KEHUS B TEXHOJIOTMSIX CEKBEHHPOBAHMSI I'€HOB, TaKue Kak
CEKBEHHUPOBAaHKE BCET0 SK30HA, 10KA3aJIM, YTO OHU BCTPEUYAIOTCS rOpa3/o Yalle, Y4eM IepBOHAYaIbHO
MIPENIoJIarajioch, U MPUCYTCTBYIOT y JETEW CTaplIero BO3pacTa, MOAPOCTKOB M B3POCIbIX, U Y
HEKOTOPBIX MAIMEHTOB MOT'YT UMETh OTHOCUTEJIBHO JIETKOE KIIMHUYeckoe 3aboneBanue [19, c. 537—
539; 20, c. 385-391].

[MN]] yacto moajgarOTCs JIEUYEHHUIO, €CIU UX NPaBUIBHO OLEHUTh U JieuuTh. OnHaKO
OCBEJIOMJIEHHOCTb 00 3THX 3a00JIeBaHUSIX HU3KA, KaK CPEI Bpadyeil epBUYHOIO 3BEHA, TaK U Cpeau
HacelleHus. B pe3ynpTaTe MHOrME NAllMeHThl OCTAIOTCS HEAUarHocTupoBaHHbIMU. HecBoeBpemeHHast
JMAarHOCTHKA U HEJJOCTaTOYHOE JICUEHUE MPUBOJAT K YBEJIMYEHHIO 3a00JIeBAEMOCTH, CMEPTHOCTH U
3aBBILIEHHBIM MEIULIMHCKUM PacXo/iaM B JOMOJIHEHUE K KU3HH, [TOJIHOM XpOHUUECKUX 3a00JIeBaHUM
u cTpaganuii [21, c. 139-139]

[IpoaomKUTENEHOCTD )KU3HU MAMEHTOB C MEPBUYHBIM U BTOPUYHBIM UMMYHOJAE(DULIUTOM
YBEJIMUMBAETCS M3-32 HEJABHUX YJIYYIIEHUH B TepaneBTUYECKUX cTparerusx [22 c. 365].
3amecTuTeNbHAs Tepanusi HMMYHOIJIOOYJIMHOM SIBJISIETCS KpPAeyroJibHBIM KaMHEM JICUEHHUS
3a00JIeBaHUN, CBS3aHHBIX C JEQUIMTOM aHTUTEN, BO3MOXHO, Hambosee pacupoCTPaHEHHOM
KIuHU4eck 3Haunmoi rpynmsl [T/, UmmyHOrnoOysivH MOXHO BBOJUTh KaK BHYTPUBEHHO, TaK U
nonkoxHo. Benenune pereit ¢ IIMJ[ TpebGyer mexaucuumumbHapHoro mnonaxoma, u TI'CK
(TpaHCIUTaHTaLMs TEMOMO3THYECKUX CTBOJIOBBIX KJIETOK) HMIPAeT BaXXHYIO POJb B YIyUIICHUH
pesynpTaTtoB jedenus mamueHToB ¢ [IMJ[. TI'CK obecneunBaeT OKOHYATENHbHOE H3JICUCHUE
HECKOJIbKMX  TEPBUYHBIX  HMMMYHOJE(UIUTOB, BKJIIOYas  TSOKENIbII ~ KOMOMHUPOBAHHBIN
nmmyHoaehunut (SCID), WAS (cunapom Buckorra-Onapuya), XpOHHYECKYIO TPaHyJIeMaTO3HYIO
o6onesur (CGD), HLH (remodarouurtapusiii  IUMGOrUCTHOLMTO3) M  MHOTHE Jpyrue
UMMYHOJIe(DUIIUTHBIE COCTOSHUSI.

Ha cerogusiminuii neHb B Y30ekucTaHe C OOIIMM HaceJIEHHEM 35 MUIIMOHOB 4YEJIOBEK,
¢daktuyeckas yacrora 3aboneanus [11][ B crpane HeusBecTHA M3-3a OTCYTCTBUSI HAI[MOHAJIBHOIO
peectpa nanuenToB ¢ [IN 1. KpoBHbie Opakul ABISIFOTCSI 0OBIYHOM MTPAKTUKOM B cTpaHe. 3a00IeBaHus,
CBsA3aHHbIe C mepBUYHbIM HUMMyHonepuiutoMm (ITHMI), B VY30ekucrane 3aHmxkeHsl. B Hamiei
pecnyOirke Ha3pena HeoOX0UMOCTh CKOPENIIero co3qaHus 0a3bl JaHHBIX HAllMOHAJILHOTO peecTpa
nanuenTos ¢ [I1/]. Cnenyer HanpaBUTh yCUIIUS Ha CO3JjaHKe Oa3bl JAHHBIX HAI[MOHAIBHOIO peecTpa
nanueHToB ¢ [Nl B Y30ekucrane. CyliecTBOBaHHWE TaKMX PEECTPOB MOMOTaeT JIydlle MOHSThH
AMUJEMHUOJIOTHICCKUN aHamu3 reHoTunoB u ¢penotuno [N/, a Takxkxe umeer pemraromiee 3Ha4YeHNE
JUTSI U3YYCHUS ¥ pa3pabOTKH YIyUIICHHBIX JUATHOCTUYECKUX U JICUEOHBIX MepOnpHsITHi [27]

O0cy:xaenne: TakuM 00pa3oM, NEPBUYHBIE UMMYHOIEMUIUTHI SBJISSACH HACIEICTBEHHBIMU
3a00JIeBaHUSAMHU, HAPYIIalOT UIMMYHHBIA OTBET, YTO MPUBOAMUT K MOBBILIEHHOMY PUCKY HH(EKIUH,
MMMYHHOU  JIUCPETyJISILIMM, AayTOMMMYHHBIX SIBJICHHMH, BOCHaJ€HUH U  3JI0KAYECTBEHHBIX
HOBOOOpa3zoBaHuii. [IoBbIIIEHNE OCBEIOMIICHHOCTH, CHEIMATN3UPOBAHHAS TOJIOTOBKA B 00JIaCTH
KIIMHUYECKOW HMMMYHOJIOTMM M CO3/IaHH€ COTPYJHUYAIOIIMX MCCIEA0BATEIbCKUX IIEHTPOB
HEOoOXOUMBI Ui yJIydlieHusl yxoda 3a nanueHtamu. CerofHsi mporpecc B Haileil crocoOHOCTH
nuarHoctupoBaTh omnpenaeneHusie [IM]] ropasno panbiie B 1€TCTBE MOXKET PaJUKaIbHO U3MEHUTh
WCXOJIbl U BBDKMBAEMOCTh THaInMeHToB [23, c. 2854-61]. Pannsas mamarnoctuka IIW]I ocraercs
KJIFOUYEBOU 3aa4eH.

B V30ekucrane IIMJ] He auarHoCTHpyOTCS U He perucrpupyrorcsa. s yiydiieHus
pe3ynbTaroB JeueHus naueHton ¢ [I1M]] kpaitne He06X0AMMO pa3BUTHE CUCTEMBI 3/IpaBOOXPAaHEHUS
Y HaIMOHAJBHOIO peecTpa NalueHToB. B HacTosdmiee BpeMs B Y30eKHCTaHe HE BCE TE€HETUUECKUE
TECThI JOCTYIHbI, 1 OOJBIIMHCTBO U3 HUX OIIAYMBAIOTCS CAMUMH MAallUEHTaMH, YTO 00YCIIaBIMBAET
COLIMAJIbHO-)KOHOMUYECKUE MPOOIEMbl U JIOXKHUTCA TSHKKUM OpeMeHeM Ha OrOKeThl UX CeMEH.
OtcyTcTBHE JMAarHOCTUYECKOM HacTtopokeHHOcTH B oTHoumienuun [IWM]I, HempaBwibHas win
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HEMNOJIHOIIEHHAs] JMarHOCTUKA SIBISIIOTCS IpuuuHOW Toro, 4yro go 70 % IIM[c ocrarores
HCANArHoOCTUPOBAHHBIMHU, YTO IIPUBOAUT K OCJIOKHCHUAM U H€6HaFOHpI/I$ITHI>IM ucxogam.

3akjaouyeHue
[Ipy nopo3peHun Ha MNEPBUYHBII MMMYHOAEDULUT AOKEH OBITh HAayaT MOITAIHbIN

IUarHocTuueckuid moxaxona. HeoOxoaumo BHeOpEHHE COBPEMEHHBIX BBICOKOTEXHOJOTHYHBIX
MeTo10B AuarHocTuku [1M/] B kiamHMYecKy o 1 1abopaTOPHYIO MPAKTUKY.
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