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KJIUMHUYECKUM CIYYAN JTEOPUILIMTA UMMYHHUTETA,
CHEILIEHHBIN C X-XPOMOCOMOM

X.M. Cywanno, C.B. 3eiieansvo, P.A. Ilepeoepees

Annomayus. TIepBUYHbI UMMYHOAE(DULIUT, CHEIUICHHBIH ¢ X-XpPOMOCOMOI — araMMarioOy IMHEMUs — SIBISICTCS. HACIEICTBEHHBIM
3a00JIeBaHHEeM, XapaKTEePH3YIOIMMCS CHIDKCHHEM CIIOCOOHOCTH OpraHu3Ma BBIPaOaThIBATh AaHTHTENA, a TAKoKe OSNIKH, U3 KOTOPBIX
COCTOUT raMMa-IJIO0YIMHOBAs MM HMMYHOINIOOYTHHOBAs (hpaKIHy IIa3Mbl KpoBU. IIpoBeneHo onucanue KIMHAYECKOTO CIydas
pebenka ¢ X-CHETUICHHBIM THIIOM MMMYHOIE(HIUTa C BBICOKOH 3a00JIeBaGMOCTBIO M JICTAIBHOCTHIO B POIY IO MaTEPHHCKOI
muHAE. OCOOCHHOCTBIO SIBIACTCS MaHU(ECTAUs KIMHUIECKUX MPOSBICHHN B OJHH U3 «KPUTHUECKUX) IEPHOIOB CTAHOBICHUS
NMMYHHO# cucTeMbl. CHMIITOMBI HIMMYHOAS(HINTA OBUTH BEISIBICHBI HE Cpa3y, TAKKe IIPU COCTABICHHU ICHEAJOTHU BBIIBICHO,
YTO TOJIBKO MAJBUHKU [0 MAaTEPUHCKOH JTMHHUH MMEIH BBICOKYIO MH(MEKIHOHHYIO 3a00JeBacMOCTh U JICTANbHOCTh M HE ObLIa
BBISIBIICHA MATOJOTHMs MMMYHHOM CHCTeMBI. JIaHHBIN KIMHHYECKHIl cilydail yka3plBaeT Ha Ba)XHOCTH COOpa ITOJIHOLEHHOIO
aHaMHEe3a, COCTaBJICHHE T'eHeaJorHYeCKOro IpeBa 1 00cIe10BaHue HIMMYHHON CHCTEMbI KJIICTOUHOTO ¥ TyMOPAIbHOTO HMMYHHUTETA
y IeTeil ¢ 4acThIMU HH()EKIMOHHBIME 3a00JICBAaHUSIMH M CBOEBPEMEHHOE HAIpaBJICHHE Ha KOHCYJIBTALHUIO K Bpady HUMMYHOJIOTY.
PanHss TMAarHOCTHKA MEPBUYHBIX UMMYHOAE(DHIIUTHBIX COCTOSHHI 3HAYUTEIBHO CHIDKACT PUCK PA3BUTHS TSDKEIBIX HEOOPATUMBIX
HN3MEHEHUH B TKaHIX U OpraHax.

Kniouesvle cnoga: KIMHWUYECKUH CIIydail; NEepBHYHBIH HMMYHONE(GHIMT, HACICACTBCHHbIE 3a00ieBaHMS; X-XpOMOCOMAa;
UMMYHHTCT.

X -XPOMOCOMA MEHEH BAHJIAHBIIIIKAH UMMYHHUTET
KETHNIICU3IUTMTHUH KINHUKAJIBIK YUYPY

XM. Cywanno, C.B. 3eiteanvo, P.A. Ilepedepees

Annomayua. X-XxpoMocoMa MEHEH OaiiaHBINIKaH alradkbl UMMYHIYK >KCTHLICH3IMK araMMarioOyIMHEMUs — OpraHM3MICru
AQHTHTEJOJIOPAYH, KaH IUIa3MachIHBIH IaMMa-TJIOOYINHIN K€ HMMYHHOIIOOYJIHHANK OOJYTYH TY3reH OCIOKTOPIYH OHAYPYLIYH
TOMOHIOTYYYY MYHO3Te 33 TyKyM Kyydy O0Opy OOIym dcenTequHeT. DHe TapaOblHaH X MEHEH OallIaHBINTYy HMMYyHIYK
JKETUIICU3IUK 00PYCYHA YaJJbIKKaH jKaHa OJyMI'e ydyparan OallaHbIH KJIMHUKAIBIK YIypy CYpOTTONreH. IMMYyHIYK cHCTEMaHbIH
KaJIBIITAHBII ME3TUIHHACTH “TaTaay” ydyprlapaarbl KIMHHKAaIbIK KOPYHYIITOPAYH MaHH(ECTALHACH ©3Te4elyry Oomym
caHanar. IMMyHIyK JKeTHULICH3IUKTHH OCJITHIEPH Iapoo AaHBIKTaJTaH 5MeC, OLIOHAOH dJi¢ TeHHOJOTHSHBI TYy3YYAO JKalaH
raHa dpkek Oaijapna >KyTyHITYy OOpyJapAblH >KaHa ©TyMAYH JKOTOpy SKEHIUTH aHBIKTAIraH, OMPOK MMMYHIYK CHCTEMAHBIH
MIOTOJIOTHSICEI aHBIKTAJITaH dMec. byl KIMHUKANBIK yayp, )KYTYLITYY 0OpyJap MEHEH KeIl 00pyraH OalgapAblH TOTYyK aHeMHE3UH
YOTyATYyHYH, YH-OY/le 1aparblH TY3YYHYH JKaHa KICTKaIbIK, TyMOPaIAbIK HIMMYHIYK CUCTEMAChIH TEKIIEPYYHYH, UMMYHOJIOTIYH
KOHCYJBTAIMSICEIHA 03 yOarblH/Ia KaipblUTyyHyH MaaHHITYYIYTYH KepcoeToT. UIMMyHHIYK )KeTHIICH3AUKTHH aJITa9Kbl IapTTapPbIHBIH
9pTe IMArHOCTHKACH! TKaHAap/a kKaHa OpraHaapaa oop KaliTapbUITbIC ©3repYYIepIyH naina 60iyy KOpKyHydyH Kblilla a3aiiTar.

Tyiiynoyy co300p: KIMHUKAIBIK ydyp; alradKbl IMMyHHOAEHUINUT; TYKyM Kyydy oopyaap; X-XpoMOCOMa; HMMYHHTET.

A CLINICAL CASE OF IMMUNE DEFICIENCY LINKED TO THE X-CHROMOSOME

Kh.M. Sushanlo, S.V. Zeivald, R.A. Peredereev

Abstract. Primary immunodeficiency linked to the X chromosome agammaglobulinemia is a hereditary disease characterized by
a decrease in the body's ability to produce antibodies, proteins of which the gamma globulin or immunoglobulin fraction of blood
plasma consists. A clinical case of a child with an X-linked type of immunodeficiency with high morbidity and mortality in the
maternal line has been described. A special feature is the manifestation of clinical manifestations during one of the "critical" periods

Becmuux KPCY. 2024. Tom 24. Ne 9 93



Knunuuecrxas meouyuna / Clinical medicine

of the formation of the immune system. The symptoms of immunodeficiency were not immediately identified, and when compiling
the genealogy, it was revealed that only boys on the maternal side had a high infectious morbidity and mortality and no pathology
of the immune system was detected. This clinical case indicates the importance of collecting a complete medical history, compiling
a family tree and examining the immune system of cellular and humoral immunity in children with frequent infectious diseases and
timely referral to an immunologist. Early diagnosis of primary immunodeficiency conditions significantly reduces the risk of severe

irreversible changes in tissues and organs.

Keywords: clinical case; primary immunodeficiency; hereditary diseases; X-chromosome; immunity.

Brenenune. IMMyHUTET — 3TO CITOCOO 3alTUTHI
Oopranuisma OT KUBBIX TCJI U BEIIECCTB, HECYIIUX Ha
cebe MpHU3HAKU TeHETHYECKOH Ty>KepOIHOCTH, T. €.
UMMYHHUTET — 3TO BO3HUKHOBCHUC PCAKIUHU B Op-
TaHW3ME C IIEJBI0 3alIUTHI €r0 OT MH(EKIHOHHBIX
Ar€HTOB U APYIrUX ICHETUYCCKUX HHOPOAHBIX BE-
LIECTB, KOTOPbIE IPOHUKIIM B OPTaHU3M M3BHE WM
oOpasoBanuch B HeM camMoM [1].

Hapy1enne HopMaabHBIX HIMMYHOJIOTHYECKUX
B3aMMOOTHOIIICHUHM B CUCTEME «MaTh — IIafgeHTa —
TUTO BEIET K PEPHIBAHIIO OEPEMEHHOCTH Ha pa3-
JUYHBIX CPOKax, HEIOHAIIMBAHUIO OEpPEeMEHHOCTH,
[IOpOKaM pa3BUTHs, HAPYLIEHUIO UMMYHOJOTHYe-
CKOTO CO3pEeBaHMs IUIOAA W, CIEI0BaTeNbHO, K UM-
MYHOJIOTHYECKOM HEeIOCTaTOYHOCTH B HEOHATallb-
HOM TI€pUOJEL, MOBBILLICHHOM YYBCTBUTCIIbBHOCTHU
K THOMHO-CEeNTUYEeCKUM npoueccam. MMyHOIOTH-
YEeCKUE MEXaHU3Mbl YYaCTBYIOT B IaTOT€HE3€ TeCTo-
3a, @ TAaKXKe OTBETCTBEHHBI 32 U30MMMYHHbBIE I€MO-
JIMTHYCCKHUEC aHCMHH, HCﬁTpOHeHHH u TpOM6OHI/I—
torieauu [2]. PerieccuBHble 0O0JI€3HH, CICIUICHHBIS
¢ X-XpoMOCOMOIi, HaOMIONAIOTCS HMCKIIOUYUTENHEHO
y MajJBYMKOB, HacjenyloTcs OoT marepu. bone3nu
JIOMMHAHTHBIE, CLEIUIEHHbIE ¢ X-XPOMOCOMOM, MO-
TYT HaOIIOAAThCSA KaK Y MaJBINKOB, TaK U Y JEBO-
yek. X-CIeryieHHbIe 3a00JIeBaHUs HE IMepearoTcs
OT OTLA K ChbIHY, TaK KakK OTeL| I1epeJaeT ChIHOBbSIM
TONBKO Y-Xpomocomy [3, 4].

Ilocie poxkaeHHs NOYTH BCE IOBEPXHOCTU
U TOJIOCTH HOBOPOXKIIEHHOTO 3aCEeJSIIOTCS MHUKPO-
¢uopoii. Marepunckue antutena (IgG), mporren-
[IMe TPAHCIUIALIGHTapHO, a TaKXKe CEeKPETOPHBIN
IgA mMono3uBa 1 MaTepUHCKOTO MOJIOKA — Ba)KHEH-
mue (paKTophI 3aIUTHI HOBOPOXKJICHHOTO OT HH(EK-
AH.

B xpuruueckom Bo3pacte 3—6 MecsALEB OT-
MeJaeTcsi OciablieHne IaCCHBHOTO WMMYHHTETA,
IMOJIYYE€HHOI'0 OT MAaT€pu U BICPBBLIC HACIICACTBCH-
HBIC IMMYHOIE(HUIIUTHI B BUIE TSHKEIBIX HHPEKINH
KITMHUYECKU TPOSIBIISIIOTCS] B 9TOM BO3pacTe.

Bropoii rox >KM3HH — TpPETUH KPUTUYECKUUN
nepuoa CTAaHOBJICHUS HWMMYHHUTCTA. B s10 BpeMs

IIPOUCXOAAT 3HAYUTEIbHbIE H3MEHEHUS UMMYHOJIO-
THYECKOW PEaKTUBHOCTH 3a CUET pacUIMpeHHs 00-
mIeHus pedeHka ¢ BHEITHUM MUpoM. CrucTeMa MecT-
HOTO UIMMYHHTETA OCTAETCsl HEOCTATOYHO 3PEJIoH,
U JIETU YyBCTBUTEJIbHBI KaK K PECIUPATOPHBIM, TaK
U K KHUIIEYHBIM WHQEKUIHUSAM, YacCTO IJIUTEILHO Te-
KYILHM.

UYerBepThlil KpUuTHUECKUN nepuon — 4—6-ii ro-
JIbI J)KU3HH. YpoBHH azMeHHbIx IgG, IgM, IgE no-
CTUTalOT 3HAYCHUH, XapaKTepHBIX IS B3POCIBIX.
DopMHPYIOTCS XPOHHYECKHE OOJIE3HH TIOJIUTCHHOM
MIPUPOABI, B TOM YHCIIE U IMMYHOMATOJIOTHYECKHE.

B nonpocTroBOM BO3pacTe OKOHYATENBHO (op-
MUPYIOTCSI CUJIBHBIN, CPEAHUIT U CaOblif THUIIBI UM-
MyHHOTrO oTBeTa [ 1, 2].

Kimnuyecknii ciay4daii

Manpauk O., 10.08.2022 1. p. Haxomwics Ha
CTAIIMOHAPHOM JICYCHUH B TOPAKATBHOM OTJCIICHUH
I'’JTIKb CMII ropona bumkeka Ksipreizckoit Pec-
my6muxu ¢ 01.11.2023 mo 29.11.2023 r. ¢ auarHo-
30M «BpoxaeHHbrii umMmyHonehuimT». Cercuc.
JIByXCTOpOHHSSI IHEBMOHUSI C THOMHOU 1€CTPYyKLU-
el cnepa. Jlerouno-rieBpanbHas (opma. [TneBput
crneBa. bakTepuanbHbI TepUKApIUT (pseudomonas
aerogenosa). JlpixarenabHas Hel0CTaT0O4HOCTh. Cep-
JICUYHO-COCYAUCTasT HENOCTAaTOUHOCTh. Ilommcepo-
3UT (TJIEBPHUT, aCIUT, TepuKapauT). [ emaromeranms.
IloprasbHas runepTeHs3usl.

KamoOpl mpu MOCTYIUIGHUH Ha Kallelb, Ciia-
00CTh, BSUIOCTH, IMOBBIIICHHE TEMIIEPATYphl Tela,
HACMODPK, OJIBIIIKY, OECITOKOHCTBO.

Anamnes 3abonesanus. PedeHok OoneeT JacTo,
TIepBBIN pa3 3a001e B Bo3pacTe 1 MecsIy pUHUTOM,
nanee yacto 6oaea OPBU, B 6 MecsIieB HAXOIUICS
Ha CTAl[MOHAPHOM JIEUEHUH C IUarHo3oM «OcCTpblii
THOMHBIA OoTUT». B Bo3pacTe § Mecsles noiyuan
JICYEHUE B CTALIMOHAPE MO MOBOY OCTPOM THOMHO-
JIECTPYKTHUBHON MHEBMOHHUH, TAKXKE MOCIE BBIMKUC-
KU OTMeYajnch THOMHEIN oTtut, OPBU.

B HacTosiIyr0 rocnuTanu3anmio xanoosl oec-
[IOKOAT B TeueHue 7 nHel. 3abojeBaHuE HAYaJIOCh
C KaTapaJbHBIX SIBICHWH — BBLICTICHHS W3 HOCA,
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-

Pucynox 1 — PopocnoBHas npo6anna — peberka O., 2022 r.

Kallelb, 3aTeM MPUCOSAUHUINCH TIOBBIIICHUE TEM-
meparypsl Tenma ¥ opbimka. OOpamaiiuch B 4acT-
HBIM MEIMIIMHCKHUI LEHTp, MOoIy4yalu JIEYeHHE, HO
OJIbIIIIKA, CTOHYLIEE AbIXaHUE, JUXOpaJKa He Npe-
Kpalaimuch, B cBsiz3u ¢ uem obOparmnmck B [JIKB
CMII, rocnuTanu3upoBaHbl B TOPAaKaJbHOE OTIe-
JIEHUeE.

KonTakrt ¢ TyOepKyne3HbIM OOJBHBIM OTPHIIA-
€T, B ceMbe HeT Ooeronmx OpoHXHUaIbHON aCTMOM.

Anammnes srcuznu. PebeHOK OT 6-if GepeMeHHO-
cti 1 6 pogoB. Co clIOB MaTepH, JaHHas OepeMeH-
HOCTB IDTAHUPOBaHHas, 0€3 TOKCHKO032, C 5-T0 Mecsia
Jlenpeccusi, MoTepss Beca, B OCTAJIBHOM IpOTEKa-
na 06e3 0COOEHHOCTEH, CKPUHMHI IPOXOAWIa, PO-
Il B cpok 40 Henenb, 3aKpuyall cpazy, NPUIIOKEH
K Tpynu Ha miepBoM uacy xku3HH. BIIP — 3650 r,
pocT — 52 cMm. BekapmiinBaHue cMEIIaHHOE C POXK-
JEHUS.

Baxknunanus — tonsko B pognome bIK, OINB,
BI'B, nanee — Mea. OTBOA M3-3a YaCThIX BUPYCHBIX
uHpeknuii (pucyHok 1).

[Tpu ocMoTpe obmIee cocTosTHUE OIMKE K TSHKe-
JIOMY, OTMEYAIOTCSl TIPU3HAKU JIbIXaTeILHOW U Cep-
JIEYHO-COCYAMCTON HegocTaTouHoCTH. KoxkHbIe mo-
KPOBEHI OJie/IHbIE, CBOOOIHBIC OT BBICHITIAHHMN, CyXHeE.
Bunumble ciusucteie — Onennble, uuctele. llepu-
(hepuyeckue TUMQOY3NbI HE yBETUYCHBI. PeOCHOK
B cozHanuu 1o AI'BO-I, 6mmxke k conopy. PebeHok

CTOHET, OJIBIIIIKA CMEIIAHHOTO XapakTepa, JbIXa-
Hue Kycmayms. KoctHo-Mbrieunas cucrema 0e3
BuauMoi matonoruu. CycTaBbl BHEIIHE HE H3Me-
HEHbI, IBUXKEHHUs B NOJIHOM oObeme. IIpu ocmorpe
TpyIHas KJIeTKa OOBIYHON (DOPMBI C BBIPA’KCHHBIM
Y4acTHEM BCIIOMOI'aTeNIbHOW MYCKYJaTypbl B aKTe
JbixaHus. [IepKyTOpHO — NMPUTYIJICHHUE JIETOYHOTO
3ByKa B HWKHHUX oThesax crpasa. IIpu ayckysbra-
LMW JIbIXaHHe OCNA0JICHO B MPaBBbIX HUIKHHUX OTIIE-
Jlax, cJeBa BBICIYIIMBAIOTCS BJIa)KHbIE MEJIKOIY-
3pIpyareie XpUnbl. OJbIIIKA CMEIIAHHOTO TeHe3a.
I'panunpbl cepaua pacuMpeHsl — npaBasi o cpeiHe-
KITIOYMYHOHN JIMHWH, BepxHss B | Mexpedepne, Je-
Basg — MO NepeAHenoambleyHoil muuun. Cepaey-
HbIC TOHBI TIIyXHE, PUTMHUYHBIC, BBICIYIINBACTCS
OIyM TPEHHS MepUKapaa SI3bIK BIAXKHBIN, 00JI0XKEH
OenbIM HaJIeTOM Y KOpHs, 3y0oB 8. JKUBOT MATKuii,
00bI9HOM (POpMBI, Oe300s1e3HeHHBIN. [Teuens + 3 cM
HWKe peOepHOM JyTH, celie3eHKa He MallbIupyeT-
cs1. Mouencnyckanue cBoOoiHOE, 6e3001e3HEHHOE.
Cryn perynsipHblid, 0(OpPMIICHHBIH.

Jannvie nabopamopuslx u UHCMPYMeEHmMAb-
HbIX UCCe006anuil.

B obmem ananuze kposu ot 01.11.2203 1. BBI-
SIBIICHBl HOPMOXPOMHAsi aHEMHUsI YMEPEHHOH cTe-
neHd (remonioOomH 90 T/1), SPUTPOLUTONICHUS
(op 3,2 x 10'%/n); netikorurer 9,4 x 10°/1, Heii-
Tpoduiuies co capurom BieBo (/s — 6; c/s — 47);
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auMponuTs! — 31; MoHOIINTO3 (M — 16); yCKOpeHHe
COD (17 mm/g). 3aTeM B IWHAMHKE T'eéMOITIOOWH
CHWXaJCsl JIo 72 T/, HapacTamsa 3pUTPOIUTOIIE-
aust — 2,7 x 10'?/1 1 CHIKAIOCH KOJIMYECTBO JICHKO-
nuToB — 6,0 x 10°/m.

@Depputul — 158,7, xkene3o cbIBOPOTKU KPOBU
CHMKeHo — 6,10.

Buramun D cHmked — 39,5 HMOJIB/II.

[Ipu mpoBesCHUU OLEHKH TYMOPAIbHOTO HM-
MYHUTETa BCE UMMYHOITIOOYJIMHBI OBbUIM CHUYKEHBI
(IgM - 0,09; 1gG — 0,77; IgE — 0,660; IgA — 0.04).

[Ipu ananu3e kieTounoro uMmynurera — CD19
(B-mumormtsr, %) — 00,00; CD19 (B-mumdoruTsl,
abc. 31.) — 00,00; CD4 +/CD8+ — umMMyHOperyJIsi-
TopHBIH uHIEKC 1,10—, TpH UMMYyHO()EHOTHITHPO-
BaHHUU JTUM(OIHUTOB Iepr(pEepHICCKON KPOBH UMEET
MECTO OTCYTCTBHE d3Kcnpeccun Monekynsl CD19 na
CD3 + CD4 +/CD3 + CD8+ = 1,10.

Ormeuanocs noseimenue KT ot 10.11 2.73
HI/MIL.

Pezynomamer obcnedosanus na 6upycHyro uH-
gexyuro: BOB 1gG x smepHOMy aHTHTEHY — OTPH-
narensHbIl, [epnec (I + 1I) IgG — oTpunarenbHbIi,
LIMB IgG 0,76 — oTpunarenbHblil, BUpyC renarura
B, HBsAg xau — oTpuLaTe/IbHBINA, BUPYC IelaTuTa
C, HBsAg ka4 — oTpuIareibHbIil.

Ha penrtrenorpamme opraHoB IpyqHON KJeT-
ku B ipsimoit ripoexiuu ot 01.11.2023 1. qannbIe 32
WHOWIBTPAIUIO HIKHEH W YaCTUYHO CPEeTHEH OIH
IIPABOIO JIETKOTO, CUHYC HE BHUJEH CJieBa, YCHJICH-
HBI COCYIUCTBII PUCYHOK C JBYX CTOPOH, PE3KOE
paciupeHue TpaHuL cep/la BO BCE CTOPOHBI (pu-
CYHOK 2).

OKT ot 01.11.2023 r.: puTM CHUHYCOBBIi, TaXu-
KapJiusi, HU3KOBOJIBTXKHBIM C HAPYIICHUEM MPOIeC-
COB PENOJIAPU3ALIH.

Ha penrrenorpamme opraHoB I'pyiHOH KJIETKU
or 17.11.2023 r. — uHuUIbTpaLus B CTaJUU pac-
CachIBaHUs C TOJIOKUTEILHOW JMHAMHUKOHN, CHUHYC
YUCTHIN (PUCYHOK 3).

MPT opranoB 6promrHoii mojgoctu ot 30.11.23:
MIPU3HAKH LIUPPO3a MEYSHU, OPTAIBbHON THIIePTEH-
3UH € TenaroMeraiueil (BeposiTHO KapaHo-1TyJIbMO-
HAJILHOTO I'eHe3a), acliuTa U JIByXCTOPOHHETO IJIeB-
puta. [leperuOpI KEeTIHOTO MY3BIPSL.

Jleuenue. [IpoBesieHO HECKOIBKO KYpCOB aH-
THOAKTEPUAIILHOW Tepanuu 11e(anoCrmopruHOBOTO

¥ aMUHOIJIMKO3UI0BOTO Psifia, UMMYHOTEpamust (OK-
Taram) U CONpOBOAUTENIbHASL TEPAIUs.

Hamemy nanuenty mocsie okrarama Ha3Hade-
HbI IPOOMOTUKHU, BUTAMHUH D,, renaronpoTekTopsl,
MHKPO3JIEMECHTHI, BATAMHUHEI.

IIporHo3 cepbe3HBbIif 3a CUET PUCKOB MO3IHUX
UMMYHHBIX 1 HH()EKIIMOHHBIX OCIOKHCHHUI.

Obcy:xxnenne. Mopdonoruaeckum cyocTpa-
TOM CHEHU(PHIECKOTO HMMYHHOTO OTBETA SIBISETCS
TUMQOUHAS TKaHb, IPEICTABICHHAs LEHTPaJb-
HBIMH JTUM(OUTHBIMA OpTaHaMHU (TUMYC, KOCTHBII
MO3T) U nepudepudecKuMu 00pa3oBaHUAMH (JTHM-
(oy3nBl, cene3eHKa W ACCOLMHPOBAHHBIC C KH-
MIEYHUKOM JIUM(onaHble 00pa3oBanus). OyHKIUA
3aIIUTBl OPraHU3Ma OT IAaTOJOTMYECKUX AarcHTOB
OCYIIECTBISIETCS KakK Hecnenuduyeckumu (ax-
TOPaMH PE3UCTEHTHOCTH, TaK M CICHU(PHICCKH-
MH MMMYHOJOI'MYECKUMHU pPeaKIUsIMU KJIETOUHOIO
(T-muamdoruter) 1 TymMopansHoro (B-mumdoruTer)
THUIIOB BMecTe ¢ MakpodaraipHOil cucteMoii opra-
Hm3Ma. Hecnermduueckne (axTopsl 3alUTHl BBI-
HOJNHAIOT (YyHKIMIO NEPBOro Gapbepa 3allUThl Op-
raHu3Ma U OOHApPYXMBAIOTCS Ha KOXE, CIU3UCTHIX
000710uUKaX, B TKaHAX, B TMM(eE U CBIBOPOTKE KPOBH.
K mecmemmduyecknM ¢axTopamM pe3UCTEHTHOCTH
OTHOCSATCSI MOJIOYHAsl M KUPHBIE KHUCIOTBI B CO-
Jep>KUMOM TOTOBBIX M CANbHBIX JKENE3, JIM30IIM,
HPOTIEP/INH, KOMIIEMEHT, HHTEp(PEpPOH U CHCTeMa
(barommrosa [5-7].

JlumdonuTsl  pazfeneHbl Ha  MOMYJSUU:
T- m B-kieTku, a TakkKe €CTECTBEHHBIC KHJIJIC-
per (NK). [To ¢eHOTHIHMYECKUM TIpU3HAKAM CPEIH
T-mumdonnToB  (TUMYC3aBHCHUMBIC  JIUM(OLIUTEL,
T. €. oOpasyrouecss U3 NPEALIECTBEHHUKOB B BH-
JIOUYKOBOHM  ’Kene3e)  BBIACTSIOT — CyOHOMyJISIIHH:
T-xemmepsl (CD4) u T-kmwnepsr/cynpeccops (CDS).
W T-mumdonntsl, 1 B-mumdonuTs! uMeroT cyonorry-
JSILUY — KJIETKU MaMSITU (JIONTOXKUBYIIUE).

[IpenmecTBenHnKn B-muMQoIUTOB NpPOXOAST
psin 2TanoB JudQepeHIPOBKY 0] BIUSIHUEM Me-
JMAaTOPOB KJIETOK KOCTHOro Mosra. Ilpomymmpye-
Mble B-mumdonnTamu MMMYHOTTIOOYIHHBI  SIBIIS-
IOTCSI TeTpaMepaMH M COCTOSAT U3 JBYX TSDKEIBIX
U JBYX Jerkux uemneid. IMMyHOMIOOYNIHHBI, BbIpa-
OarpiBacMbie B-nmumMdonuraMu, pasaensiorcs Ha
5 kimaccoB: G, M, A, D, E[1, 2, 8].

B ocHOBe TyMOpasIbHOTO MMMYHHTETA JICKUT
CHHTE3 aHTHTE]. AHTHUTENA — 3TO Clenu(pHIecKue

96 Becmnuux KPCY. 2024. Tom 24. Ne 9



XM. Cywarnno, C.B. 3etisanvo, P.A. Ilepedepees

PenrenorpamMma opraHoB rpy/IHOM KJIETKH

Pucynok 2 — Pentrenorpamma OI'K ot 01.11.2023 .

MMMYHOTIIOOYJIMHBI, OTHOCSIIUECS K Ig, cuHTe3u-
POBaHHBIC KJIETKAMHU JUM(POUIHOW CHCTEMBI B OT-
BET Ha IMOSBJIICHUE BO BHYTPEHHEW cpelie OpraHus-
Ma aHTHreHOB. CHIla CBSI3M aHTHUTENA C aHTHI'CHOM
0003Ha4YaeTcs CIOBOM aBMAHOCTB (aHen. avidity).
UeM BbIIIE aBUAHOCTH, TEM IIPOYHEE KOMILICKCHI
«aHTUTEH — AaHTUTEJION.

TpancmaneHtapHo Kk miogy nepexogur IgG
marepu. Ilepexon marepunckoro IgM mnopy Bo3-
MOXXHO TpU TIOBBIIICHHON MPOHMIIAEMOCTH IIIa-
LIEHTBI, HAITpUMEp MpH dHAOMETpUTax. OcTaabHbIe
KJIacChl MMMYyHODIOOynmuHOB Matepu (A, E, D)
TpaHCIJIAIEHTAPHO HE POXOIsT [2, 9].

NmmyHOMehUUT B-KJIETOYHBIH — BpPOXKICH-
Henid. CrerieHHast ¢ X-XpOMOCOMOM TUIoraMma-
DIOOYTMHEMHUST  BBISBISIETCS [TOCTENICHHO —IT0CIIe
4-x MecsIeB, KOrja MCTEKaeT Cpok 3ammuThl I1gG,
MOJTYYEHHON TpaHCIUIALEHTapHO OT Matepu. llep-
BbI€ CHUTHANIBI HEOJIAronoay4yusi, Kak M OIHCaHO
B HaIlleM CIIydae, — 3TO OCTpbIe 3a00JeBaHUs JIbI-
XaTEeNbHBIX MMyTeH: MHEBMOHUS, CHHYCHUT, OTHT [9].

3akmiouenne. Takum obpasom, mpu cOo-
pe anamHe3a y pebenka O. 2022 1. p. BbISBICH
X-CIEMICHHBIH THIT UIMMYHOIE(MUITUTA C THITOTaM-
MarIo0yHeMHEH, BEICOKOH 3a001eBaeMOCThIO U JIe-
TaJBHOCTHIO B ceMbe. HaciencTBeHHOCTh y Harle-
ro pebeHka-npodaHaa OTATOIIEHA 10 MaTePUHCKOM
nuHuH (cM. pucyHOK 1 — PosociioBHy10).

OCOOEHHOCTBIO JIAHHOTO KIMHUYECKOTO CIy-
qas sBIsAeTCS MaHH(decTanus KIMHHYECKUX IIPO-
SIBIICHUH B «KPUTHYECKHUE» TEPUOABI CTAHOBJICHUS

Pucynok 3 — Pentrenorpamma OI'K ot 17.11.2023 1.

WMMYHHOUM CHUCTeMBbI: 3—6 MecsAleB U BTOPOH Tof
*u3HU. CHMIITOMBI UMMYHOIS(HHUIIUTA OBIIM BbI-
SIBIIEHBI HE cpa3y, PeOCHOK HaXOJWJICS Ha ydere
B TOJHUKJIMHUKE 10 MECTY YKHUTEIhCTBA, OOpariai-
Cs B YaCTHbIC MEIUIIUHCKUE LIEHTPBI, MOIyYan He-
CKOJIKO pa3 CTallMOHapHOE JICYEHUE B TOPOJICKOM
OoNBHUIIE, HO HUINE HE ObUIa BBIABIECHA I1ATOJO-
U UMMYHHOU CHCTEMBI. TONBKO NMpHU BHEAPECHHUH
TeHeaJIOTMYECKOro METoJa, aHaju3a POJOCIOBHOMN
OBUTH BBISBJIICHBI BbICOKash MH(MEKIMOHHAs 3a0oJie-
Ba€MOCTb M CMEPTHOCTh Y MAJBUHUKOB, HOCUTEINEH
X-CLIETNIEHHOW MYTAallMK 110 MATEPUHCKON JTUHUU.

JlaHHBII KIMHUYECKUM Cy4al yKa3blBaeT Ha
Ba)KHOCTh TIIATEILHOTO cOOpa aHaAMHe3a, aHaju3a
3a0071€BA€MOCTH B CEMbE U B POJIY, COCTABJICHHE Te-
HEaJIOTMYEeCKOro JipeBa. Y JeTel, 4acTo OOJCIOIINX
U C THOWHO-JIECTPYKTUBHBIMU 3a00JI€BaHUSIMH, He-
00X0MMO  00CIICIOBAHWE HMMMYHHOH CHCTEMBI,
0COOCHHO MaHU(DECTUPYIOIUMHU B «KPUTHUECKUE)
TIEPUOBI PA3BUTHSI UMMYHHOW CHUCTEMBI, a TaKXKe
CBOEBPEMEHHOE HAIPaBICHHE HAa KOHCYJBTAIHIO
K Bpady-UMMYHOJOTY. PaHHSIS muarHoctuka mep-
BUYHBIX HUMMYHOJC(PUIMTHBIX COCTOSHHIA 3HAuH-
TEJBHO CHMXKACT PUCK Pa3BUTHSI TSHKEIIBIX HeoOpa-
TUMBIX U3MEHEHUH B TKaHSIX U OpraHax.

IMoctynuna: 25.06.24; peuensuposana: 09.07.24;
npunsita: 11.07.24.
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