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(CeyeHoscKknm YHuBepcuteT), Mocksa, Poccug

SPIBY «MHU MHCTUTYT MMyHOoACTK» PMBA Poccumn, Mocksa, Poccus
SAQ «EHEPNYM», Mocksa, Poccug

PE3IOME

[Nepeuunble nMmyHoneduuutHble cocrosius (MUJIC) npencrasnsgioT co6oii TPyINy TSIKENbIX TEHETUYECKHU I€TEPMUHUPOBAHHBIX 3a00J1eBa-
HUIA, BbI3BAHHbIX HAPYLIEHUEM 3BeHbeB MMMYHUTETa: F'yMOpasbHOTO U KJIETOYHOrO 3BeHbeB, (parounTosa, cuctembl kommieMenta. [TNMJIC xa-
PaKTEpU3YIOTCS TSKEJIbIMU aTUIMYHBIMK PEeLMIUBUPYIOLIMMY UHEKLUMSMH, ayTOMMMYHHBIMU M OHKOJIOTMYECKMMH npolieccamu. B ciydae
Pa3BUTHS KTIMHUUECKOH CUMITOMATUKU KOXHbIe nposiBienust [TM]1C no3sonsioT 3anon03puth Hauuuie BPOXKAEHHbIX HapyLIeHUid UMMYHUTETa.
B apceHarne naboparopho#i auarHoctuku [TUJIC cyiiecTByeT MeTOAKKA, OMpeesNsoLast CHIKeHre Koandectsa T- v B-numdoinTos Ha ocHOBe
uamepenust yposHeit TREC (T-cell Receptor Excision Circle) n KREC (Kappa-deleting Recombination Excision Circle), siBnstormxcst no6ou-
HBIMU NPOAYKTaMU pekoMOuHauuy renoB T- u B-knerounsix peuentopos. Yposuu TREC u KREC moryT GbITb OLieHEHbI ¢ TOMOLLbIO Habopa
pearenToB Juis kKonruectsenHoro onpeaenenus JHK TREC u KREC meTonom nonvmMepasHoii LienHoii peakLiuy B peskuMe peaslbHOro BpeMeHH.
AHanus MosKeT ObITb POBEZEH KaK C UCIOIb30BAHMEM LIEIbHONM KPOBH, Tak U ¢ Mcnonb3oBaHueM JJHK, monyueHHOi U3 CyXuX NsTEH KPOBH,
cobMpaeMbIX B XOie HALMOHAJIbHOI IPOrpaMMbl CKPMHUHIa HOBOPOKAeHHbIX. CeronHs konnuectBenHblit aHanm3 TREC u KREC B cyxux nstHax
KPOBM Ha KapTax HEOHATaJIbHOTO CKPUHMHIA CTAHOBUTCS METOZOM BbIOOpA JUIst HeoHaTasbHOro ckpuumira [MMJIC. BrmoueHne nuarHocTuky
[MUJC B penepanbHyto MPOrpaMMy HEOHATaJIbHOTO CKPUHUMHTIA MO3BOJIMT BbISIBNISITh A€(PEKTbl UMMYHHO CUCTEMbl 10 Hayana UX KIMHUYEeCKUX
TPOSIBJIEHMIA, YTO JACT BO3MOXKHOCTb IIPUMEHSITb COBPEMEHHbIE POTOKOJIbI JIEUEHHUS], YMeHbLIATh MHBATMAU3ALMIO U 00eCeUnBaTh BLICOKYIO
Bb)KMBaeMOCTb MaLMeHTOB.
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ABSTRACT

Primary immune deficiency diseases (PIDDs) are a group of severe genetically determined diseases caused by a disorder of the immunity
links: humoral and cell-mediated links, phagocytosis, complement system. PIDDs are characterized by severe atypical recurrent
infections, as well as autoimmune and oncological processes. In the case of clinical symptoms, skin manifestations in PIDDs allow to
suspect the presence of congenital disorders of immunity. There is a technique in laboratory diagnostics of PIDDs, that determines a
decrease in the number of T- and B-lymphocytes based on measuring the levels of TREC (T-cell Receptor Excision Circle) and KREC
(Kappa-deleting Recombination Excision Circle), which are by-products of recombination of T- and B-cell receptor genes. TREC and
KREC levels can be assessed using a reagent kit for quantifying TREC and KREC DNA by PCR in real time. The analysis can be conducted
using both whole blood and DNA obtained from dried blood stains collected during the national newborn screening program. Today,
quantitative analysis of TREC and KREC in dried blood stains on newborn screening cards is becoming the method of choice for newborn
screening of PIDDs. The inclusion of the PIDDs diagnosis in the federal newborn screening program will allow detecting disorders of the
immune system before their clinical manifestations, which will allow to apply modern treatment protocols, reduce disability and ensure
high patient survival.
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BBENEHUE

[epBuunble ummyHoneduuutaele cocrosius (MMUAC) —
3TO HEOZIHOPOZIHAs TPYIIa reHeTHYeCKU 1IeTePMUHUPOBAHHbIX
3a00JIeBaHMiA, BbI3BAHHbIX MyTALMSIMU F€HOB, OTBETCTBEHHBIX
3a (QYHKLMOHMPOBAHME KOMIIOHEHTOB MMMYHHOI CHCTEMbI,
YTO KJIMHMYECKW MpOSIBISIETCS B BUJE PELMIMBUPYIOLLMX
MHQEKLNOHHBIX ¥ ayTOMMMYHHBIX 3a00JI€BaHUIl Pa3IMYHON
CTereHu TSKEeCTH, 3710Ka4eCTBEHHbIX HOBOOOpasoBaHmii [1].
Ilepsbiit cnyuait [IMJC 3amokyMeHTHpPOBan BOEHHbI Bpau
apmum CLUA nonkosuuk O.C. Bruton B 1952 r., ony61koBaBs-
wmit craTeto Agammaglobulinemia B sxypHane Pediatrics [2].
ABTop onucan ucropuio 60y1e3HM ManbuMKa 8 JieT, y KOTOpo-
ro B CBIBOPOTKE OTCYTCTBOBAja raMMa-robysnHoBasi ppak-
1ust GeNIKOB; OTMeYasMCh MHOTOKPATHbIE TsKesble BOCMasu-
TeJIbHble 3a00J1eBaHNMsI (OTUTBI, CHHYCUTbI, CENICHC, MEHUHTHUT),
yacTtble MHeBMOHMU (¢ 4 7nieT 14 pas); HeCMOTpsl Ha BaKLU-
HaLMI0, GOJIbHONM He MMeJ aHTUTeN NMPOTHUB MHEBMOKOKKOB,
IM(TEPUITHOrO TOKCHHA; TMO3UTMBHbIN TepaneBTHUEeCKHii
3¢ deKkT nonydeH npu yedeHun y-riaodyaMHaMu. Brocnen-
CTBMM [aHHbIi CMHIAPOM HasBaau X-CLEMJIEeHHOH aramma-
rnobynuHemueit Bpyrona. OgHako muwb B 1993 . Gbin pac-
MpoBaH MOJIEKY/ISPHbIN MexaHW3M 3aboseBaHMsi, KOTza
HE3aBUCHMO JpYr OT Jpyra JiBe TPYyMIbl YYeHbIX J0KAa3aiu,
uTo X-CLeneHHasl araMmarno0yIHeMysl SIBJISIETCS Pe3yJlb-
TaTOM MYTalMii B reHe HEePeLenTOpHON TUPO3WHKUHA3DI,
Ha3BaHHOW TMPO3MHKMHA30i bpyrona (Btk) [1]. B 1954 r.
R.A. Good, amepu1KaHCKuii nequaTp, OiMH U3 OCHOBOTIOJIOKHH-
KOB yueHus 00 uMMyHozneduumrax, onvcan [MJC ¢ Tumomoti,
ToJy4MBILMI HasBaHue «cuHapom [yma» [1]. B 1968 r. Bnep-
Bble Oblsla MpOBeZieHa yCrellHas nepecagka KOCTHOTO Mo3ra
TIpY TSKEJIOM NIePBUYHOM UMMYHOepULUTE.

[lpunsito cuurath, uto Tsprenble popMmbl [TMIC npusoasT
K (arasbHbIM MCXOZlaM B MepBble 2 roia KU3HM, OHAKO Me-
Hee TsiKesnble GOPMbI 3a4aCTYIO OCTAIOTCS! HepacnoO3HAHHbIMY,
TNPUBOZST K HeOOPaTHMbIM M3MEHEHHSIM B OPraHnu3Me U Cylile-
CTBEHHO YXY/LIAIOT Ka4ecTBO >XKU3HM nauueHToB. o 90% na-
unentoB ¢ [MMIC B Poccuu morubarot 6e3 ycTaHOBIEHHOTO
IuarHosa [3], MOCKOJIbKY M3-3a OTCYTCTBMSI CreLn(UUecKux
CHMIITOMOB NEepPBUYHbIE MPU3HAKK BPOXAEHHOTO MMMYHOZe-
¢uumTa MoryT ObiTh He 0OOHapyskeHbl [3].

[lepBuunble MMMyHOZEeULUTHbIE COCTOSIHUSI IO Henas-
HEero BpeMeHW CUMTAIMChb PefKMMH 3a00JeBaHUSIMH, 4acTo-
Ta KOTOPbIX y HOBOPOXZAEHHbIX BapbupoBana oT 1:10 000
10 1:50 000. OnHako B CBSI31 C HOBBIMU OTKPbITUSIMU BPOKIEH-
HbIX HapylUeHW#i UMMYHHUTETA U YJydlleHHueM MeTOZOB Aua-
THOCTHKM PacrpOCTPaHEHHOCTb 3TUX COCTOSIHMI NPENOIOKU-
tesnibHO cocrasger ot 1:1000 no 1:5000 [4].

Knaccuduxauus IMUAC cnoxuna ¥ AMHaMKYHA, a KOJIMYe-
CTBO W3BECTHbIX BPOKIEHHbIX 1e(PeKTOB MMMYHUTETA TOCTO-
SIHHO PacTeT, UTO BbIHYKAAET Kaskblil rof; OOHOBJISTb KJIACCH-
¢dukaumto. B 2020 r. skcnepTHbIit KOMUTET MexkayHapOAHOrO
coto3a uMmyHosorndeckux obiects (IUIS) ony6nukosan 06-
HosyeHHylo knaccudukauuio [MMIC, B koTOpoit HO3070rMK
crpynmupoBatbl B 10 Ta6muL 10 OCHOBHOMY MEXaHH3MY KaX-
1oro 3aboseBaHust:

1) KOMOMHMPOBaHHbIE UMMYHOZIEDULIUTBI;

2) KOMOMHMPOBAaHHbIE MIMMYHOAE(PULUTBI C CUHAPOMAJlb-
HbIMH [TPU3HAKAMU;
nebuLUT aHTUTENT000PA30BaHMS;
3a00s1eBaHMsI C MIMMYHHOW JMCperyJsiLyeit;
BpOXKZeHHble le(eKTbl (paroLuToB;

IedeKTbl BPOKIEHHOr0 MMMYHUTETA;
ayTOBOCMAJIMTENbHbIE 3a00J1€BaHNS;

8) medexTbl KOMITIEMEHTA;

9) ¢enokonum BpoKIEHHbIX HApYILLEHNIA;

10) medexTbl KOCTHOTO MO3ra.

Knaccudukauus 2019 r. nacuurbiBaer 403 IUIC, a konu-
4eCTBO reHHbIX AedeKToB, nexatirx B ocHose [INIC, Boipocio
10 430. 3to nouty B 2 pasa 6onblie, uem B 2014 r. [5]. Cneny-
101K 0OULIMATBbHBII OTYET 3KcnepTHOro komurera [UIS Gyner
ony6/IMKOBaH B TeKylLeM rony [6].

Bonpumncrso [MMIC nposBASIOTCS MOBBILIEHHON CKIIOH-
HOCTbIO K PeLMAMBUPYIOLIMM TSDKEO MPOTEeKAKLMUM HH-
deKLMsIM, ayTOMMMYHHBIM M OIMyXOJIEBbIM 3a00JIeBaHUSIM.
Tsxenble popmbl [TMIIC, yatte Beero T-kneTouHble UM KOM-
OMHMpPOBAHHbIE, MPOSIBJISIOLIMECS] B MepBble 2 roza KU3HH,
XapaKTepH3yITCsl BPOKIAEHHOH HECNOCOOHOCTbIO MPOM3BO-
anTb T- 1 B-numounTbl, 0CcTaBasCh HEKOTOPOE BPeMsl KOM-
TMIeHCUPOBAHHbIMU 3a CUeT aHTHUTEJIO-0NOCPelOBAHHOTO Mare-
PMHCKOTO MMMYHHTETA, TNOCNIe Yero, Kak NpaBmIO, HACTyMNaeT
daTanbHblit Mcxon [5]. Menee Tskenble popmbl [TUIC, varue
BCero B-knerouHble, mmerole HecrnenudUUIecKUe pasHOO-
Opa3Hble MPOsIBIIEHMS], B CTyuae HECBOEBPEMEHHOI [I0CTAaHOBKH
MPaBUJIbHOTO AMAarH03a M 3arno3jasoro Hauasa JeueHus IpUBO-
IAT K He0OPaTUMbIM M3MEHEHHSIM B OpraHn3Me, UTo Onpeners-
€T 3HaYNTeJIbHOe CHMKEHWE KauecTBa KMU3HU, yBeJIMueHne MH-
BaJINIU3aLIMN 1 IETCKOI CMEPTHOCTH, BHYLUMTE IbHbIE 3aTPaThl
cucTeMbl 30paBooxpaHens [5]. [Ipu 3ToM paHHsist TOCTaHOBKa
IMarHo3a M CBOEBpeMeHHas MaToreHeTuyeckas Tepanusi mo-
3BOJISIIOT BbIIEYMTb MHOTMX GonbHbIX ¢ [TU]IC, a B ipyrux ciy-
yasix 00ecrneynTb UM HOpMaJlbHOE KaueCTBO KU3HH [5].

Cunraercs, YTO TUMUYHbIMKM MH(QEKLMOHHbIMU MpOsIBIIe-
Husimy npu pasnuunblx [TUIC snstoTcs:

1) nedekTbl rymMopasnbHOro 3BeHa MMMYHMTETA: MTHEBMO-
HUS, KMLIeyHast MHQEeKLMs,, MEHUHTO9HLIepanT;
KOMOMHMpPOBaHHbIE NedeKTbl (nedekTbl T-KIeToYHOro
3BEHA): KHIleYHasl MHPeKLYsl, THEBMOHHSI, CETNCHUC, UH-
deKuMs KOXM U CTIM3UCTDIX;

3) medextbl QarounTosa: NHEBMOHMsI, abcLecchl MNOA-

KOXKHOI1 KJIeT4aTKH, abCLecchl BHYTPEHHUX OpraHOB
(B TOM 4MCIIE TOJIOBHOTO MO3ra), TMM$aneHNT;

4) nedexTbl cMCTEMbl KOMIUIEMEHTA: MEHHUHTUT, THEBMO-
HUS;

5) nedekTbl BPOXIEHHOTO MMMyHuTeTa (3BeHo KOH-y/
WJ1-12): nHeBMOHMS, MHGEKLMS KOXKHW W TOAKOKHOM
KJIETUaTKU, TMManeHur [7].

OnHako nepBUuYHble MMMYHOLEPULUTbI 4YacTo HUMe-
10T pa3HOO0pasHble «MacKW», MPOSIBISIIOLIMECS] TUITMUHBIMU
¥ aTMIMYHBIMU MHQEKLUSIMH, ayTOMMMYHHbIMH, TacTPO3H-
TepOJIOTMYeCKUMH, TeMaToJOrMYeCKUMH, ajlslepruieckuMu,
HEBPOJIOTUYECKUMH, 3HIOKPWUHOJIOTMYECKUMH, NepMaToJio-
ruyeckuMu 3aboneBaHusiMu, onyxonsimu [7]. Tak, y nauueH-
toB ¢ [IMJIC yacTo BCTpeuaroTCsl KOKHble MPOSIBIEHHMS], KO-
TOpble MO3BOJSIIOT 3aN0J03PUTb UMMYHOAEPULUT B paHHEM
Bospacre. [Nopaxenus koxxu npu [MUIC MoryT ObITb MHEK-
LIMOHHBIMU (6aKTepuasbHble, BUPYCHblE, TPUOKOBbIE) U HENH-
deKLUMOHHbIMU (3K3eMa, SPUTPOAEPMHUS], IPaHyJIeMbl KOXH,
IMCIUIA3Ksl, BACKYJNTBI, TeJleaHrnoskrasuu). [Ipu atom Mo-
keT oTMeuaTbcst ucThHHas amneprus npu [TMIC. Tak, nHanpu-
Mep, npu IgA-neduunte BCcTpeualoTcst GpOHXMANbHAsI aCTMa,
aTOMNMWYECKHIi 1epMaTHT, KpaMBHULA, aJlJIeprU4eCKUil PUHUT;
npu cuaapoMe Buckorra — Onnprya OQHUM M3 MPOSIBIIEHMIA
sIBIIsIeTCs aTonuueckuit nepmartut [7—11]. Knuuuko-nabopa-
TopHble nposienenust [IMJC onucanbl B pabote J1.IO. Bapbiue-
BO#1 1 coaBT. [12]. PaccMoTtpum noapoGHee KOKHbIE MPOSIB-
nenus [TN]IC.

2)
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KOXXHBIE MPOSIBEHKMS TEPBUYHBIX
VMMYHOJE®ULIUTHBIX COCTOSIHUN
KOMBHUHMPOBAHHASI HENOCTATOYHOCTb KJETOYHOTO
Y TYMOPAJIbHOI'O 3BEHBEB UMMVYHUTETA

[TprmepomM KOMOMHMPOBAHHO HEOCTATOUHOCTH KJIETOY-
HOTO U TyMOpaJbHOTO 3BEHbEeB MMMYHHUTETA SIBJISIETCS CHMH-
apom Buckorra — Onapuua (X-cuennen, nedexr rena WASP).
K knmHM4ecknm npossiennusm cuapoma Buckorra — Onzpu-
4a CO CTOPOHBI KOXXM OTHOCSITCSI reMOpparuyeckuii CMHAPOM
KO3KH M CTU3KCTBIX 000JI04eK 1 aTOM1YecKuit aepmatut [12].

Tskenoe MopaxkeHHe KOXKM NMpPH  TSKeJIOM KOMOWHH-
poBanHoM ummyHoneduuute (TKWI) Brmouaer 20-25%
Bcex IMUIC [7]. K TKU otHocar 3aboseBaHusi, BOSHUKaK0-
1I1e BCJIeACTBMe HapylleHus nponudepaunn u aupdepeH-
unpoBku T- u B-mmm§ouuToB 1 nposiBrsiolmecs B nepsble
HeZled M Mecsilibl SKM3HU. BblnensiioT criefymolliye BapuaH-
o1 TKU]I [12]:

I. Bapuant T-B+ (|{CD3*<10%, 1CD19*>75%, B-mumdo-
LMTbI He PYHKLMOHMPYIOT):

1) X-cuernennpiit TKUI (mo 50% Bcex TKUI) (myta-
LMS TeHa y-LeMnu PeLenTopoB K uuMToknHam — WJI-2,
WJI-4, -7 n T. 1., HapylleH OTBET Ha MHOXECTBO LiU-
TOKWHOB);
ayrocoMHo-perieccuBHblit TKW] (MyTauus reHa Tupo-
3uHKMHa3bl JAK3 Ha kopoTKoM mieue 19-it XxpoMOCOMBI,
HeT Mepefiauy CUrHasa OT y-Liel LIMTOKMHOBBIX peLern-
TOPOB, HapyllleH OTBET Ha MHOKECTBO LIUTOKMHOB).

II. Bapuanr T-B- (|CD3*<20%, pe3kas numdoneHus
<3000/mm3):

1) neduumr aneHosuHnesamuHasbl (AILA) (mo 20%
Bcex TKUI; myrauus rera AJJA Ha IJIMHHOM Iuleve
20-it xpomocomsl, nepuuut ¢epmenta AJIA Bemer
K HAKOIJIEHWIO TOKCHYHbIX MPOAYKTOB U Pa3pyLIEeHHIO
MMOOLNTOB);
neduuut RAGI n RAG2 (myTtauus renoB RAGI u RAG2
Ha KOpOTKOM njiede 11-ii XxpoMOCOMbI NPUBOJUT K Je-
(dexTy peaH:KMPOBKU reHoB, co3peBanue T- u B-numdo-
LIUTOB OCTAHABJIMBAETCS ).

Knuuuueckue u naboparophble npusiaku TKUIL nonpo6Ho
onucanbl B urepatype [12]. Cpenu HUX BbIIENSIOT OCIOXKHE-
Hus1 nocne BakuuHauuy BLIDK BnnoTb 1o aucceMrHrpoBaHHOIM
MHEKLMH, PeLIMIMBUPYIOLLINI MUKO3 KOKU U CITU3UCTBIX, KOXK-
HYIO Cbillb HESICHOW 3THUOJIOTMM, TsKesble (GOPMbl BUPYCHbIX
MHQEeKLMit (reprneTHyecKkoil, afleHOBUPYCHOM, LUTOMeranoBu-
pycHoit nudekunu, Bupyca nwreiina — bapp (B3b)) [12].

OnHuM M3 HaMMeHee M3YYEeHHbIX KOXKHbIX MpOSIBIEHMI
[IMAC sBnsercs rpaHyneMaTo3Hblil [epMaTUT, C KOTOpPO-
ro MOXET ,Zle6IOTVIpOBaTb [MNAC, B uactHoCcTH X-ClieMnIeH-
Hblil uM¢onponudeparusHblii cunapom (XJ1I1), npencras-
nennblit AByms Tunamu: XJI1 w XJIM2, nprurHaMu KOTOPbBIX
cnyxaT mytauuu B reHax SHZDIA v XIAP cooTBeTCTBEHHO [7].
XJIM2 — kom6unuposanHoe [TU]IC, xapakrepuayercs aTunmy-
HOI1 peakuyeit Ha BOb-uHdpekunto, BciencTare yero pa3smsa-
I0TCSI reMogaroLyTo3, AMCraMmarno0yaMHeMusl, ayTOMMMYH-
Hble 3a0071eBaHNsl 1, B 3aBUCUMOCTH OT THIA, 37I0Ka4eCTBEHHas!
numdonponudepanus [7].

Hazmo nomuuts, uto, nomumo gedrora XJIM2 ¢ JIepMaTUTOM,
HacTtopakuBarolmM npusHakoMm [MMJC moxer cratb u oc-
JIOKHEHUe B BUIe MEeCTHOW peakuuu mpu BakuuHaumu BLK
(BU>Kut) [7]. BLIJKut BCTpeuaercs mpu pasHbIX NMEPBUYHbIX
uMMyHoneduuutax: npu X-kinetounbix fedekrax (TKUI, npy-
rue kombunuposanubie [TMIIC); npu medekrax darouurosa
(XpoHHMuecKas rpaHysieMaTo3Hast 60Jie3Hb); pu fedeKTax my-

2)

2)

teit WI-12, UOH-y IFNGR1, IFNGR2, IL12B, IL12RB1, STAT1,
TYK2, NEMO); npu nedextax neHOpPUTHbIX kieTok (GATAZ,
IRF8) [12].

CunapoMm aTakcuu-TeneaHrnoskTasuu (cunapom Jlyu-bap)
(ayTOCOMHO-peLlecCCUBHBII THN HaclefoBaHus, fedeKT reHa
ATM) — Bnepsble Obu1 onucad B 1941 r. Bo ®panuun [1].
Bcrpeuaercs y HoBoposkaeHHbx ¢ uactoToit 1:40 000 [1],
OIIMHAKOBO MOpa)kaeT MaJlbUMKOB U JeBovek. Kiouesble
KJIMHUKO-71a00paTOpHble MPU3HAKWM CHHIPOMA aTaKCHH-Te-
JIeaHr1o3KTa3nM OMKcaHbl NoapobHO B nuTeparype [12, 13].
K KOKHbIM NpOSIB/IEHNSIM OTHOCSITCS TeJleaHrnosKrasuu [12],
a Takke HeOObIYHbIEe KOKHbIE POSIBJIEHNS] B BUZIE JIMTIOUIHO-
ro Hekpo6uosa [13].

[TPEMMYLLIECTBEHHO KJETOYHBIE JEGEKTbl UMMYHUTETA

Cungpom Ju JLkopmku (TMNONiasusi/annasust TUMYCa,
NapalMTOBUIHBIX XKeJe3) — ayTOCOMHO-pPeLeccBHOe 3a00-
neBaHue, BcTpeuaercs ¢ yactoToit ot 1:3000 no 1:6000 [12],
NpOSIBJISIETCS B TEpBblil rOf KM3HM HE3aBUCMMO OT MOJa.
K HaunbGoree SpKUM KIMHUYECKUM NPU3HAKAM OTHOCSTCS MC-
MIaCTUYECKMEe YepThl JIMLA, aHOMaJIbHbIE YIIHblE PAKOBMHEI,
TUMEPTENIOPHSM, LIMPOKAst MEPEHOCHLIA, «PbIOWIi POT», MOPO-
KM pa3Buths HeOa [12]. JleranbHOCTb B EPBbIE MOJITOAA XKU3HU
nocruraer 85% [1].

XpoHUYeCKHUil CIM3MCTO-KOXKHBIA KaHIUN03 (CHHAPOM
ayTOMMMYHHOI1 TOJIMIHAOKPUHONATUN) BCTpEeYaeTcs
c yacroToit ot 1:9000 no 1:25 000 [1], HacnenyeTcs mo ay-
TOCOMHO-peLieccBHOMY Tumy. [lpuHSTO CuMTaTh, 4YTO OH
cBsi3aH ¢ myraumeil reHa AIRE-1 (autoimmune regulator)
Ha JUIMHHOM mnjede 21-# xpoMocomsl [1], nmeer kpuTude-
CKO€ 3HaueHWe AJis Pa3BUTHs ayTOMMMYHHBIX 3a00JIeBaHMUIA.
Myrauus rena AIRE-1 NpUBOAMT K HAPYLUEHHUIO KCIIPECCUU
opraHocreldprueckrx ayTOaHTUTEHOB B THMYCe B MepHOx
dopmupoBanus T-1umMOLUTOB, YTO NPUBOAMUT, B CBOIO OUe-
penb, K HapyLUEHWIO ayTOPEryJsiMU W PasBUTHIO ayTOMM-
MYHHBIX 3a6oneBanuit [12]. K Tomy ke oTmeuaercs u3bupa-
TenbHblil T-KJIeTOUHDI JeULNT B OTHOLIEHUN rpn6os pozna
Candida [12]. TlposiBnsieTcst B MepBblil rof >KU3HW HE3aBU-
cumo ot nona [1]. K kiMHM4YecKUM NposIBJIEHUSIM OTHOCST-
Csl KOXHO-CJIM3UCTBIN KaHAM03, OHMXOMMKO3, YacTble OaK-
TepuasbHble MHPEKLMHU KOXKH, 3KTOJepMaJibHasi JUCIIasus
(ToTanbHblit Kapuec, anoneuus), Butwiuro [12]. [MporHos
orpeziensieTcs TSXKeCTbIO COCTOSIHUS, KOTOPOE 3aBUCHT OT TsI-
JKecTH OakTepuasbHbIX MHGMEKLMI, Halnu4usl 3HJOKPUHOMA-
TUIA, a3yTOMMMYHHO# naTosnoruu. Kak npasuio, cpeaHsist npo-
TIOJIKUTENIHOCTD SKM3HK 60JbHBIX cocTasiser 20 ner [1].

CUHIPOMbI HEIOCTATOYHOCTH AHTUTEN
(TYMOPAJIbHBIE UMMYHOIEQULIMTbI)

Bonesuo Bpyrona (X-cuennennas arammarioOysiuH-
eMHUs, HaCJIeCTBEHHasl araMMario0yniHemMust) — X-CLerieH-
HOe 3a60J1eBaH1e, B OCHOBE KOTOPOTO JIEXKUT MyTauusi reHa Btk
Ha X-XpoMOCOMe, IPUBOAALLAS K AepULNTY (pepMeHTa TUPO3UH-
KMHa3bl, UTO 3aMeqisieT nponvdepaunio U auddepeHLpoBKyY
B-nmumoumTos, BeTpeyaercst ¢ yacroroit 1-5:1 000 000 [1].
Knmunyeckre nposiBnieHnst BO3HMKAIOT B NepBble 2 roia SKU3HH,
OOJEI0T MCKIIIOUYUTENBHO JMLa My>kckoro noina [1]. OcHoBHble
KJIMHUYECKKe 1 J1abopaTopHble MPOsIBIEHNs! ONKCAHbI B JINTEpa-
Type [12]. K nposiBneHusM co CTOPOHbI KOXXM OTHOCSITCS THOM-
Hble MHPEKLIMM KO3KM 1 MSITKUX TKaHei1 (PpypyHKyesbl, abcLiecchl,
¢nermonbl) [12]. [1py paHHe#t [arHOCTHKe ¥ NPOBENEHUH pery-
JISIPHOI1 3AMECTUTEIBHOI TPy MPOrHO3 Y TaKUX OOJIbHBIX OT-
HOCHTEJIbHO GraronpusiTHbIi [1].
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O6mas BapuaGenbHass HWMMyHHas HeOCTaTOYHOCTb
(OBHH) — Bctpeuaercs c yactotoii ot 1:50 000 mo 1:200 000 [1].
MoryT oTMmeuaTbcs pasHble THWIIbl HAacjleloBaHUsl: ayTOCOM-
HO-pEeLIeCCUBHbIN, ayTOCOMHO-JOMWHAHTHbIN, X-CLenyIeHHbIi,
cropaanyeckue ciydan [1]. IpuunHa 3aboneBaHnst 10 KOHLA
Heu3BeCTHA: MpeanonaraoT nedekT reHoB Ha 6-if Xpomoco-
Me, KOIUpYHoLLMX OeskM, BoByleueHHble B B-mmdonoas (BAFF,
CD19+, ICOS) [7], uTo conpoBOxIaeTcs HapyLleHHeM co3pe-
BaHUS B-1MMQOLMTOB B KJIETKH, CMHTE3UpPYIOLLME aHTUTeNa
(nnasmarnyeckie kietku) [1]. [posiBrsiercs B mo6oM Bo3pacTe
C MMKaMH B paHHeM Bo3pacTe, B 6—10 u 26—30 ner, crpagator
06a nona [1]. K KOXHbIM MpOSIBTIEHNSIM OTHOCSITCS THOMHbIE
MHQpEKLMN KOKM M MSITKUX TKaHeil (PpypyHKysesbl, abcLiecchl,
¢nermonbi) [11]. Tlpn cXOKeCTH KIHOUEBBIX CHMITOMOB C 60-
nesnpto bpyroHa OBUMH mmeer omuumst OT nocnefeit: 3To
TMOBBILLIEHHAs] YaCTOTa JIMMOM, ayTOMMMYHHBIX 3a00J1eBaHMit
(cucTeMHast KpacHast BOJTYaHKa, ayTOMMMYHHast TPOMOOLIMTONe-
HUSl, apTPUT, TUPEOUINT), YEM YaCTO M ONpeZesieTcs POrHo3
OBUH. Ilpy BO3MOKHOCTH NMPOBELEHHST PETYIISIPHON 3aMeCcTU-
TeJIbHOI Tepanuy MpOrHo3 OTHOCUTENbHO GaronpusiTHblii [1].

JE®EKTBI GATOLMTO3A

XpoHuueckas rpanynemarosHas Oonesub (XI'B, 6o0-
ne3ub I'yna — Bpunxka — Bepenneca) — nmeer X-clenseH-
HbIIl ¥ ayTOCOMHO-PELIeCCHBHbIN THIMbl HaclenoBaHus. B oc-
HOBe 3aboneBauus nexkut mytauust reHa CYBB (gp91phox),
4TO NPUBOAMUT K NedeKTy NPOAYKUMM aKTUBHBIX PafMKaloB
KHCJIOpOJia, HECMOCOOHOCTH (paroLMTOB YHUUTOXKATD (parowy-
THUPOBaHHble OaKTepuH, He3aBeplieHHOMY ¢arouuTosy. [1po-
SIBJISIETCS] B TIepBble HEelesIM ¥ MeCsILbl SKU3HH, Yallie CTpajaroT
7mLa Myxckoro nona [1]. K nposiBnennsim co CTOpOHbI KOXU
OTHOCSITCS] THOWHbIE MH(EKLMHA KOXKHU U MOJKOXHOM KileT4yaT-
Kk (¢prermoHsl, abeueccst), BLKuTbl. XapakrepHa mManast uys-
CTBUTEJIBHOCTb K aHTMOMOTMKOTEpANyH, 4acTo pa3BMBAIOT-
cs1 THOMHble MM@anenuTsl [12]. [IporHos 3aBUCUT OT CPOKOB
ne6ioTa 3a60eBaHusl (AJIMTENbHOCTD KU3HU JOJIbLIE TIPY pas-
BUBLLEJICS] CHMITOMATHKe [0CJle rofia), 0JI0BMHA MaLUeHTOB
noxusatotT 1o 30—40 ner [3]. YV B3pocnbix Ha NPOTSKEHUU
BCell KM3HM COXPAHSIETCS CKJIOHHOCTb K YIPOXKAIOLIMM 3KH3-
HU GaKTepUanbHbIM MHMEKLHIM [3].

Cungpom JI)k06a (CHHAPOM TrMIEPUMMYHOMIOOY/IHH-
emuu E) — BcTpeuaeTcst oueHb penko, MPOSIBIISIETCS B JIO-
O0M BO3pacTe HaYMHAs C POXKJEHHMS He3aBUCHMO OT nona [1].
Ha ceronHsilunmit ienb npuuKHa 3a6071€BaHMsI 10 KOHLIA HEU3-
BecTHa [1]: nmpexnnonaraercst ponb nedekra reva TYKZ, koau-
PYIOLLEro TUPO3MHKMHA3Y 2, UTO CO3haeT AedeKT CUrHAJIbHO-
ro MyTH LUMTOKMHOB 1 Hapyiuenne Th, [7]. Y MHOrMx GoNbHbIX
OTMeuaeTcsl aHOMaJlbHblii XeMoTakcuc [7]. TloaTomy maHHbIi
CHHZIPOM He BITMCbIBAETCS! B IPAHMLIbl TOJIbKO KJIETOYHOTO, Iy-
MOPasbHOro UM ¢parouutapHoro aedekra. K KoxKHbIM NposiB-
JIEHWSIM OTHOCSITCSI PELMAMBUPYIOLLIE «XOJIOfHbIe» aOCLiecchl
KOXM W MSTKMX TKaHeil, aToNn1M4eckuil IepMaTUT C POKIIEHHS],
Pe3uCTeHTHBI K Tepanuy, KaHnunomuko3 [12]. TlauueHTs!
MMeIOT XapakTepHblit habitus [7]. OTcpoueHHbI IPOTHO3 He-
ONaronpusITHBINA, [MIaBHOIM MNPUYMHOI (aTaIbHOrO KCXOZa
CTaHOBSTCS MHeKUMM: OakTepuasbHble (CTaduIO0KOKKOBas
¥ CTPENTOKOKKOBAst) M rprOKoBble (acnepruses) [1].

JE®EKTBI CUCTEMbl KOMIIJIEMEHTA

HacnencrBeHHblii aHTMOHEBPOTHYECKMI OTEK — OJIHO
13 HanboJiee M3BECTHBIX COCTOSIHUIA, BCTPEUAETCsl C YaCTOTOM
1:50 000, umeeT ayTOCOMHO-IOMMHAHTHBIA TUIM HAaCIen0Ba-
HMSI He3aBUCUMO OT mojia. [le6ioT, Kak MpaBWiIO, HACTynaeT

B Bo3pacTe oT 2 o 10 net, HO BO3MOXeH B CpPelHEM U Jaxe
B noskusioM Boapacte [1]. [puunna 3a6oneBaHust XOpOLIO 13-
yueHa M 3akodaercs B Mytauuu reda C1-unruburopa C1NH
(11-2 xpoMocoma), YTO NPUBOAUT K HEKOHTPOJIMPYEMOIi Tpo-
TEa3HO! AaKTMBHOCTH M BbICBOOOKIEHMIO OpaanKuHMHA [7].
151 3a6071€BaHMst XapaKTePeH OTSITOLLEHHbI/ T aHaAMHE3 B CEMbe
(oTexn pa3HOOOPA3HOI JIOKANM3ALMH, SMU30bl CMEPTEil pozi-
CTBEHHMKOB OT OTeKa roprauu). TeueHue 3aboeBaHUs MOXKET
yXyaLuaTbcsi B nybepTaTHbit eprof, BO BpeMst 6epeMeHHOCTH,
Ha (oHe NpyiemMa 3CTPOreHCcoaepsKaLlyX penapatos. Beispis-
eMble [IPY OCMOTPe OTeKM KOHEUHOCTel! [IJIOTHbIE, TECTOBATbIE,
He CONPOBOKAIOTCS 3y/I0M, HE KynupyroTcs H, -ructaMunoBbl-
MM 6JI0KaTOpamMyu 1 IIIOKOKOPTUKOCTEPOMAMH, YXOIST Mell-
7ieHHO (3a 48—72 u). [Ipy IMMYHOIOrMYECKOM MCCTIe0BAaHUH
onpeznensiercs cHukeHne C2-, C4-KOMIMOHEHTOB KOMIUIEMEH-
Ta, KOJIMYeCcTBa M QYHKLMOHAJIBbHOI akTUBHOCTU C1-MHrHOM-
Topa. [1porHo3 3a6oseBaHyst BO MHOTOM 3aBUCHT OT JIOKaJIM3a-
LIMM OTEKOB: B CJlyuae oTeka ropTaHy BO3MoxkHa achukcus [1].

B uenom npossnenus INMNIAC accounupytorcs ¢ 12 npu-
3HaKamu (Mpy HalIMuKMK JIBYX U O0osee MpU3HaKOB HeoOXoaMMa
KOHCYJIbTaLMsl MMMYHosora) [1, 3, 7, 12]:

1) nepBuuHBIE UMMYHOAEDULIUTBI B CEMEHHOM aHAMHESE;

2) 8 1 Gosee THOMHBIX OTUTOB B TEUEHKE rojia;

3) 2 u Gonee TSKENbIX CHHYCUTOB B TEYEHHE rOfa;

4) 2 1 6osee NHEBMOHMII B TEUEHKE rOJa;

5) anTtubakTepuanbHas Tepanus 6osee 2 Mec.;

6) OCJOXKHeHHs BaKLIMHALMY SKMBbIMU BaKLIMHAMMU;

7) HapylleHWsl NepeBapyUBaHMsl B MEPUOA TPYJHOrO BO3-

pacra;

8) peumauBupyroLKe ryOGoKue abcLecchl;

9) 2 u 6onee reHepannM3oBaHHbIX MHQEKLHIL;

10) nepcucTHpyoLIMit KAHAUAO3 Y A€Teil cTaplie roaa;

11) xpoHuueckas peakLusi «TPAHCIJIAHTAT IPOTHUB XO35IU-

Hav;

12) arunuuHble MHQEKLMN.

Taxkum ob6pasom, Bpauy cnenyer 3anono3putb [TUJIC B ciy-
yasix, Korga MMeloT MeCTO JlepMarosiorMyeckue MposiBiIeHHts],
IVIOXO MOAAAIOLIMEeCsS CTaHJAPTHON Tepanuy, B COUYETaHWH
C TSDKeNbIMU MH(EKUMSIMU 1/ HeMH(EeKLIMOHHbIMU Nopa-
JKEHMSIMU Pa3fIMuHbIX OPraHoB.

HOuarHoctuxka [TAJC

3anorom 6;1aronpusITHOrO NPOrHo3a 3aboseBaHus sIBJISIET-
Csl €ro paHHsIsl AMarHoCTHKa, MPW 3TOM OCHOBHAsi PoJib B MO-
no3penun U Bbisienenun [MMJC npunagnesxxur neguarpam. On-
HMM U3 BaKHEWLIMX YCJIOBMI1 B noctaHoBke auarHosa [TUJIC
SIBJISIETCSl KaueCTBEHHO COOpaHHBI ceMeiiHblii aHaMHe3. Tak,
HacTOpakMBaIOIMMKU PaKTOpaMK IJ1s1 Bpaya IOJDKHbI CTaTb:
HaJM4YMe B CeMbe M cpenu OJNM3KMX POJCTBEHHHMKOB MET-
CKMX CMepTeii OT MH}peKLMi1 (0cOOeHHO MabuMKOB) [7], mpak-
TUKYIOLLMeCs B pony 6nM3koposcTBeHHble Opaku. [Tpn ¢pusm-
KaJIbHOM 00cCyiefoBaHMM YacTo obpaiuaer Ha cebsi BHUMaHUe
OTCTaBaHue B pHU3NUECKOM Pa3BUTHUH (Ha GOHE peLIBUPYIO-
LIMX MHQEKLMIA, CHHApOMa ManbabcopOumm). st nauueHToB
¢ nedekToM ryMopasjbHOTO MMMYyHHMTeTa XapaKkTepHa rumno-
nna3us neprdepuyeckux MMMPpoysnos U MUHAANMH. C Ipyroii
CTOPOHBI, MAaLMEHTbl C ayTOMMMYHHbIM JMMdonponndepa-
THBHBIM CHHAPOMOM Y HEKOTOPbIMHM ayTOBOCMAJIUTENbHBIMU
CHHApPOMAaMM HMMEIOT BbIpaXEeHHYI0 nuMdonponudepaluio.
OTcyTCcTBME TEHU THMYyCA NPY PEHTreHOIOrMUECKOM 1CCreno-
BaHWU IPYHOI KJIETKU CBUIETENbCTBYET O Aedekre T-numdo-
LIMUTapHOrO 3BeHa UMMYHHTETA.
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Figure. A brief scheme presenting quantitative determination of TREC and KREC DNA by multiplex real-time PCR method

Huarnoctuka [MMC, kak npaBusno, NPOXOAUT B HECKOJIbKO
atanos [14, 15]:

| aTan — npenTHdUKaLMS NaLMeHTa ¢ MOBbILIEHHO! BOC-
MPUUMYHMBOCTBIO K MHPEKLIMOHHBIM 3a0071€BaHUSIM.

Il aTan — nckmouenne JIOP-narosnoruit, nepcuCTUpyOLMX
BUPYCOB, naTtonoruu co ctopoHsl XKKT.

IIl sTan — MUMMYHOJIOTMUYECKNI CKPUHUHT:

1) komuectBeHHoe onpenenenne JJHK TREC (T-peuen-
TOpHble 3KCLM3MOHHbIe Kombua — T-cell Receptor
Excision Circles) u KREC (kanmna-znesnenyoHHble peKOM-
OVHaLIOHHBIE KCLIM3HOHHBIE KosbLia — Kappa-deleting
Recombination Excision Circle);

2) ompeneneHue ypoBHEl CbIBOPOTOUHBIX MMMYHOTTIO0Y-
nnHoB —IgA, IgM, IgG.

IV atan — yrny6neHHOe MMMYyHOJIOrHYecKoe 0OCenoBa-

Hue.

V aTan — reHeTnyeckoe McciiefloBaHue (onpenesneHue Je-
dexra).

Ins oxonuarenpHoit Bepudukaumuu auarHosa [MMIC ne-
00X0MMO NpoBefieHne MMMYHOJIOTUYECKUX TECTOB B CIELM-
aNM3MPOBAHHBIX J1abOPaTOPHsIX, ONHAKO HEPENKO MPOCTbie
M JIOCTYIHbIE KaXAOMY Bpavy MeTombl 1abopaTOPHOIl aua-
THOCTHKM N03BOJISHOT 3anono3putb [TMJIC Ha amOynaTopHOM
arane. Tak, cToikas numdorneHus B oOLIeM aHanM3e Kpo-
BU (CHUXeHHe KomnnuecTBa 1UMOUNTOB MeHee 1,5x10%/7),
0COOEHHO Yy JieTeil MJIafiLlIero BO3pacTa, Kak MpaBuIIO, SIBJIsI-
erca npusHakoM [MUJIC ¢ nopaxkeHuem KJIETOUHOTO 3BEHa
MMMYHHUTETA. 3HAauMTENIbHOE CHMKeHHe Y-¢pakuuu riao0y-
NMHOB (MeHee 6%) NMpM NpoBeneHnH anekTpodopesa obLe-
ro 6enka B GMOXMMHYECKOM aHan3e KPOBH CBUAETENbCTBYET
0 HapylleHMH cuHTe3a cbiBopoTouHoro IgG. CrnenumarbHble
nabopaTopHble METOfbl, HEOOXOIAMMble IJIsl JMarHOCTHKH
MMMYHOJIe(pULIMTHBIX COCTOSIHMI, BKITIOUAIOT OLIEHKY (PYHKLM-
OHHMPOBAHHS 'YMOPAJIbHOT'O M KJIIETOYHOTO UIMMYHUTETA, CUCTe-
MBI KOMIITIEMEHTA, HccrenioBaHue ¢aroLnTosa 1 6eKkoB Bocra-
JINTEeNbHBIX peakuuil. [Ipy olleHKe MIMMYHOJIOTMYECKUX TeCTOB
Ba)KHO OPMEHTMPOBATbCsSl HA BO3PACTHble HOPMbI (OCOOEHHO
y meTeil 1-ro roja >KM3HM), a Takke IOMHUTb, YTO OTCYTCTBHE
M3MEHEHNI1 B MMMYHOrpaMMe IIPY HaJIMYNK COOTBETCTBYIOLLIEH
KJIMHWKY He JjaeT ocHoBaHus uckmountb [MUIC [7, 16].

OTHOCHTeNbHO HENaBHO B apceHase JIabopaTopHOii aua-
THOCTMKM KMMMYHHUTETa TMOSIBUIACh JIOCTYIHAs METOJMKA,
onpenensiolas CHukenue konudectsa T- n B-nmumdountos

Ha ocHose usmepenusi yposHeil TREC u KREC, asnstommxcs
noGOYHBIMK MPOAYKTaMU pekoMOKHaLmu reHoB T- u B-kie-
TOYHBIX peuenTopoB. B npouecce cospesanust T- u B-numdo-
LMTOB B TUMYCE M KOCTHOM MO3re MpOUCXOAUT HOpPMHUPOBa-
HUe KJIETOUHbIX PeLieNTOPOB OCPeNCTBOM NepeCcTPOMKY reHOB
B uenu JIHK c uenbio co3nanus yHMKanbHOrO y4acTka, pac-
TO3HAIOLLEr0 aHTUreH. Bo BpeMs Kax1o0it Takoit nepecTpoiku
M3 LEMM BbIPE3AeTCsl Y4acTOK, 00pasyloLMii SKCLM3MOHHOE
konbLO. [locrne co3peBanus 3perble TMMQGOLUTDI, COAepsKaLLye
B saapax TREC mmu KREC, nanpasnstorcs B nuMdarnueckue
y37bl 1 kpoBoTok. Kombua TREC conpoBoxpatoT co3peBanue
npaxktuiecku Beex T-nmumgounTos, KREC — Beex B-mmmo-
LIUTOB M, TAKUM 00pa3oM, MOTYT CIyKUTb MapKepamu MX KO-
nmuectsa [14]. Cuuskenne konuectBa TREC n KREC B kpoBu
CBUJIETENbCTBYET O HaJIMUNU HMMYHOE(PULIMTHBIX COCTOSIHUI,
BbISIBJIEHME KOTOPBIX M03BOJIsieT pa3padorath 3¢HeKTHBHYIO
NpOrpaMmy MOHHUTOPHMHIA ¥ MOCTHATaJIbHOTO COMPOBOKIEHUS
nereit [15, 16].

VYposuu TREC u KREC moryT ObITh OLiEHEHbBI C TIOMOLLbIO
Habopa peareHtroB «MIMMYHO-BUT» (ABB-tect, Poccus)
1515 konunuectseHHoro onpenenenus JJHK TREC u KREC me-
TOZIOM NOJIMMEPA3HO LIeMHOi peakLyn B peskuMe peasbHOro
BpeMeHU. AHanM3 MOXKET ObITb MPOBENEH KaK C MCMOJb30-
BaHMEeM LieJIbHOI KpPOBH, TaK U C ucnosnb3osanreM IIHK, nmo-
JIyUeHHOM M3 CYXMX MSTEH KPOBH, COOMpaeMbiX B Xofie Ha-
LMOHAJIbHON NPOrpaMMbl CKPHHMHIA HOBOPOKIEHHBIX (CM.
pucyHOK) [14]. ITOT HafeXXHbIil U HEJ,OPOroit MEeTOJ, UMMYHO-
noruyeckoro 06cenoBaHust ¢ ycrnexom npumensiercs: B CLLIA
u EBporne Kak y HOBOPOXZEHHBIX B paMKax HEOHAaTaJbHOTO
CKPMHMHTA, TaK U Yy JieTeil W B3POCbIX C LeJIbl0 epBUYHOM
OLleHKM UMMyHHTeTa [17-19].

Ceronns konmnuectBennblit ananus TREC u KREC B cy-
XMX MATHaX KPOBM Ha KapTax HEOHATalbHOTO CKPUHMHTA
(kaprax TaTpm) ctanm mMeTomom BbibOopa AJs HEOHATabHO-
ro ckpunudra [TMJIC B Poccuiickoit Genepaunn u 3a pybe-
skom. B mione 2021 r. npaButenbctBom PO npunsaTo peruenune
0 pacwmpennu ¢ 2023 r. nporpamMMbl MacCOBOTO CKPUMHMHTA
HOBOpOZeHHbIX B PO ¢ 5 o 36 3aboneBannii. B crincok no-
TIOJIHUTEbHBIX 3a00JIeBaHMI1 ISl NPOBEJIEHNs] HEOHATAJIbHO-
ro ckpununra souu v [TMJC. Panuss quarHoctuka MMMYyH-
HBIX MATOJIOTHI 10 MaHU(eCTaUMN KIMHUYECKUX MPOSIBIIEHUI
MOMOKET BbIJEJUTDb IPYIMNY PHUCKa HOBOPOXKIEHHBIX, TPeOy-
IOLLMX CMeLnanbHOro AMCNAHCEPHOro HAOMOeHus Alsl paH-
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HEero Havaaa Tepanuu u/uian npoQUIaKTUKH, YTO TMO3BOJIUT
CHH3UTb YPOBEHb MJIaJIeHYECKO/ i CMEPTHOCTH M MHBAMU3a-
uuu [20, 21].

B HacTosliiee BpeMsl LIMPOKO BHEAPSIIOTCS B PAKTHKY Me-
TOZbl MOJIEKYJISIPHO-TEHETUYECKOTO 00C/Ie0BAHMSI MALIMEHTOB
M UJIEHOB MX CEMeli, 4TO MO3BOJISIET OKOHYATENbHO MOJTBEp-
autb auarHo3 [TMIC v onpenenuTs NporHo3 TeueHus 3aborne-
BaHUS ¥ 0ObEM JIeUeHHUSI.

BbiBozbI

1. Koxuble nposnenust [MMIC xapakrepHbl s 60b-
IIMHCTBA MMMYHOLe(ULMTHbIX cOcTOsiHMiL. [losiBne-
HME TaKMX CUMITOMOB YKa3blBAaeT HAa BO3MOXXHOE Hajn-
4re IMMYHHbIX JepeKTOB.
Bxutouenne nuarnoctuxu [MNJIC B dpenepanbhyio mpo-
rpaMMy HEOHATaJIbHOTO CKPUHMHIA MO3BOJIUT BbISIBIISITh
JedeKTbl MIMMYHHO! CUCTEMBI 10 Havana MX KJMHUue-
CKUX MPOSIBIIEHHUIA.
PaHHee BblsiBNIEHHE MIMMYHOKOMITPOMETHPOBAHHBIX MJIa-
JEHLIEB MO3BOJIUT NPUMEHUTb COBPEMEHHbIE POTOKOJIbI
7ieyeHnst, 00eCreunBaoLIMe BbICOKYIO BbIKMBAEMOCTb
MaLMEHTOB, M CHU3UTD TI0Ka3aTe/Iu MJIaIeHUeCKOM 1 JeT-
CKO¥t CMEPTHOCTH Y MHBaJIMAM3ALIMK JleTel.
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