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MAPKEPHI UMM YHO.JIOTTYECKUX HAPYIIIEHUH ITPH -
TAJTACCEMHHA

baxooupoea /I./1.
Hayunwiii pyxosooumens: npogheccop kagheopvl A6dynnaes P.b.

Ypeenuckuii I'ocyoapcmeennwiti Meouyuncxkuit Mncmumym

Aunomauyusn . Illayuenmol ¢ maxcénvivu ¢opmamu f-manaccemuu
HYHCOAIOMCSL 8 PE2YTISIPHBIX NEPEIUBAHUAX OOHOPCKOU 3PUMPOYUMAPHOU MACCbL 015
Nn000ePIHCAHUST AOEKBAMHO20 YPOBHS 2eMO2NI00UHA U NPedOmMEPaweHUsi SUNOKCUl
mxaneu. Ilenv uccnedosanus:MUzyuums 0coOEeHHOCMU UMMYHHO20 CMAmyca )
nayuenmoe cC ﬂ-mwzaccemuezl Ha OCHOBAHUU AHAAU3A NoKa3amesell KIemoyHo2o u
2YMOPAIbHO20 UMMYHUmMema, yumokurosozo npoguns (IL-6, IL-18) u yposemns
qbeppumuHa, a makoce oOyeHunb Ux 63aumocesizb C nepeepy3K0L7 HCENE3OM.
Ilepeepyska scene3om u 8blCOKUL YPOBEHb (Deppumuna uepaom eeoywyr poib 8
GOpMUPOBAHUY  UMMYHOPE2YIAMOPHLIX HAPYUWIEHUL U  NOBbIUEHHO20 PUCKA
uH¢€KL;uOHHblx OCNIONCHEHUU.

Knrwoueesvle cnosa: [f-manaccemuu, UMMYHO2LI00VIUHbL, UHMEPIEUKUHB
JUMGDOYUMBL, CLIBOPOMOUHDBLU PEePPUMUH.

Abstract: Patients with severe forms of p-thalassemia require regular
transfusions of donor red blood cells to maintain adequate hemoglobin levels and
prevent tissue hypoxia. Purpose of the study: To study the characteristics of the
immune status in patients with fp-thalassemia based on the analysis of indicators of
cellular and humoral immunity, cytokine profile (IL-6, IL-18) and ferritin levels, and
also to evaluate their relationship with iron overload. Iron overload and high ferritin
levels play a leading role in the formation of immunoregulatory disorders and an
increased risk of infectious complications.

Key words: g-thalassemia, immunoglobulins, interleukin lymphocytes, serum

ferritin.
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AKTyaJbHOCTB:B-TajacceMusi SBJISIETCS HACJIEICTBEHHbIM 3a00JEBaHUEM,
00yCIIOBJICHHBIM HapyIICHHEM CHHTE3a [-1ierell reMorioOuHa, YTO MPHUBOIUT K
Pa3BUTHUIO XPOHUYECKOW TEMOJIUTUYECKON AHEMHUM PA3JIMYHOMN CTEIEHU TSXKECTH. B
CTPYKTYpE HACIEACTBEHHBIX I'€MOINIOONHONATHI [-TallacceMusi 3aHUMAeT OJHO M3
BEAYLIMX MECT M OCTa€rcs Ba)KHOM METUKO-COLMAIbHON MpoOJIeMOil BO MHOTHX
CTpaHax MUpa, BKIrouas pernonsl CpenHeit Azuu.

[TanmeHTsI ¢ THKETBIMU (HOPMAMU HYKIAIOTCSI B PETYJISPHBIX MEPETUBAHUIX
JOHOPCKOM JPUTPOLUTAPHONM MAcCChl Ui IOAJEPIKAHUS aJCKBATHOIO YPOBHS
reMorjio0MHa W TMPEeJOTBPAIEHUS TUMOKCUU TKaHed. OJHAKO MHOIOJETHSSA
TpaHC(hy3UOHHAs Tepanusi HEW30€KHO NPUBOAUT K HAKOIUIEHUIO JKeje3a B
OpraHMW3Me, pPa3BUTHUIO BTOPUYHOIO TEMOCHIEPO3a U IMOPAKEHUIO KU3HEHHO
BAKHBIX OPraHOB — IIE€YEHU, CEPALA, IHTOKPUHHBIX KETE3.

Hapsiny ¢ opraHHbIMH OCHOXHEHHSIMH Yy MAalMEHTOB C [-TasiacceMueit
[IMPOKO paclpocTpaHEHbl HHPEKIMOHHbIE 3a001€BaHMs, AyTOMMMYHHbBIE pPEaKIUU
U AJUIOMMMYHU3alusl, YTO CBUJETEIBCTBYET O BOBICYEHUN UMMYHHOM CHUCTEMBI B
naToreHes 3abosneBaHus. [lo JaHHBIM MEXTYHAPOIHBIX UCCIIEIOBAHUN, HH(pEKIUN
3aHUMAIOT BTOPOE€ MECTO CPEIM NPUYMH CMEPTHOCTH IALMEHTOB C TaJlacCeMHUEU
IIOCJIE CEPJIEUHO-COCYAUCTBIX OCIOKHEHUI.

ITeperpyska »xene3oM, XpOHHYECKass aHTUTCHHAs! CTUMYJISALUS BCIIEACTBUE
MMOBTOPHBIX TNEPENMBAHUN KpPOBH, CIUIEHDKTOMHMSI M OKCHIATHBHBIA CTpecc
GbOopMUPYIOT YCTOBHS ISl Pa3BUTHS MUMMYHOACPHUIMTHBIX cocTosiHUI. Hecmotrps
Ha 3HAYNTEIBHOE KOJIWYECTBO MCCIENOBAHUM, BONPOCH HMMMYHOJIOTHYECKUX
HApYIICHUU MpH [-TallaCCeMUU OCTAIOTCS HEIOCTATOYHO M3YYCHHBIMH M TPEOYIOT
IaJILHEUIIIEro aHaIn3a.

Lear wucciaenoBanusi: M3yuutb OCOOEHHOCTHM HMMMYHHOIO cTaryca y
NAIMEeHTOB C [(-TajlacceMHeil Ha OCHOBAaHUM aHaIM3a IMOKa3aTeeil KIETOYHOro U
TYMOPAJIBHOI'O HMMMYHHTETa, IUuTOKMHOBOro mnpoduins (IL-6, IL-18) u ypoBHs

(beppuTHHa, a TaK)Ke OLIECHUTHh UX B3aUMOCBSI3b C MEPETPY3KOM JKETe30M.

MaTepI/IaJIbI MU METOAbI MCCJIeJOBaHUA .

06aze  PecnyOiumkaHCKOrO  HAay4HO
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MEIMIIMHCKOrO IIEeHTpa reMarojoruu. B uccnegosanue BkiatoueHbl 200 TaIMEHTOB €
nuarHo3oM [(-tamaccemMusi B Bo3pacte oT | g0 27 €T, HaxXOAMBIIUXCS Ha
JTUCTIAHCEPHOM Y4YETE W TMOJyYaBIIMX CTAHAAPTHYIO TEPANMIO O] HAOII0ICHUEM
Bpaya-remMaToJiora.

MarepuasioM 1 HUCCIEAOBAHUS CHyXuia mepudeprudeckas BEHO3Has
KpOBb, B34Tasi U3 BEHbl B YTPEHHHE YaChl HATOIIAK C MCIOJIb30BAHUEM IElapruHA B
KaueCcTBE aHTUKOATYJISHTA.

OueHka COCTOSSHMS HMMMYHHOM CHUCTEMBl BKJIIOYaja UCCIEAOBAaHUE
MoKa3aTtesel KIETOYHOI0 U TYMOpadbHOro UMMYHUTeTa. Onpenesnsiiv coiepKaHue
cyomonymsanmii  uMmdonuro CD3+, CD4+, CD8+, CDI16+ wmerogom
MMMYHO(DEPMEHTHOTO aHajIu3a C UCIOJIb30BAHUEM BBICOKOUYBCTBUTEIBHBIX TECT-
CUCTEM.

YpoBau ummyHornoOynuHoB IgA, IgM u IgG ompenensuin meTonom
MMMYHHOM armmoTuHanuu Ha adanuzatope Human GmbH  (I'epmanus).
Konuentpanuu untepiedkuHoB IL-6 u IL-18 B CBIBOpOTKE KpOBH H3MEPSUIH
MeronoMm MDA ¢ npumeHenneMm HabopoB «Bekrop-bect» (Poccus).

Conepxanue (eppuTHHa B CHIBOPOTKE KPOBH OIpPEACISIN KaK OCHOBHOM
MapKep 3amacoB kene3a B opranusme. CTaTUCTHUUECKyr0 00pa0OTKYy JaHHBIX
MPOBOAWIM C  HCHOJb30BAHMEM  METOJOB  BapUAllUOHHOW  CTaTHUCTHKH,
JIOCTOBEPHOCTh Pa3Iuduil OlleHUBANIN 10 Kputepuro CThio/ieHTa (t).

Pe3yabTaThl nccienoBanusi: B xojlie uccinenoBaHusi YCTaHOBIICHO, YTO Y
MAIMEHTOB C [-TajacceMueil OTMEUarOTCs BRIPAKCHHBIE N3MEHEHUS! IUTOKUHOBOTO
mpowiis, CBUACTENHCTBYIOMNE OO0 aKTHBAIIMM CUCTEMHOTO BOCHAIUTEIHHOTO
orBeta. CpenHue 3HadeHUs MHTEpJeHkuHA-6 coctaBwm 58,0 + 2,4 mr/mu, 9TO
mpeBbImaeT (U3NOJOTUYECKHE TMoKazaTenu Oonmee dem B 10 pa3. YpoBeHb
uHTepiaehkuHa-18 mocturan 595,7 + 43,3 nr/mMi 1 HaXOAMWIICS B BEPXHUX T'PAHUIIAX
pedepeHCHBIX 3HAYCHU.

[ToBbimenne konueHtpauuii IL-6 u IL-18 yka3piBaeT Ha mpeobianaHue

MMPOBOCHAIUTCIIBHBIX MCEXAHU3MOB MW MOKCT OBIL
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MOBPEXJACHUEM TKaHEH, BBI3BAHHBIM MEPETPYy3KOW JKEIe30M U Pa3BUTHEM
reMOCHIepOo3a MeUeHHU.

ChIBOpOTOUHBIN (DEppUTHH y TAIUEHTOB C [-TallacceMuel COCTaBUII B
cpeaHem 1513,1 Hr/mu, 4to mHpeBBILIACT HOpMalbHbIE 3HaueHus B 12,6 paza.
JlaHHBII TOKa3aTeab CBHUJETENBCTBYET O BBIPAKECHHOM HAKOIUICHUM >Kele3a U
BBICOKOM PUCKE MOPAKEHUSI BHYTPEHHUX OpPTaHOB.

AHanmu3 rymMmopajbHOTO UMMYHUTETA BBISIBWI CHUKeHue ypoBHs IgA (1,01
r/n) Ha ¢Qoue mnoBbimieHUs KoHHeHTpaumit IgM (1,78 r/m) u IgG (16,1 r/m).
HapyiieHne HOpMalbHBIX T[OKa3aTene, T.6 HWMMYHOTJIOOYJIMHEMHS MOKET
OTpaXkaThb XPOHUYECKYIO0 aHTUT€HHYIO CTUMYJISILIMIO U HAPYIIEHWE CUHTETUYECKON
(yHKIIUY TI€YEHHU.

[Ipn mccrmenoBaHWM KIETOYHOTO MMMYHHUTETa YCTAHOBJICHO YBEIMYCHHE
nomu CD3+ mumdonuroB mo 39,5%. Coaepxxkanne CD4+ T-xenmepoB COCTABUIIO
27,7%, CD8+ T-cympeccopoB U IUTOTOKCHYECKUX JumboruToB — 28,6%, CD16+
HaTypaJibHBIX KWIepoB — 24,8%. CHIKEHHME UMMYHOPETYISITOPHOTO HHAEKCA
CDA4+/CD8+ cBunerenscTByeT 0 aAucOangaHce T-KIETOYHOro 3B€Ha UMMYHHUTETA U
(opMUPOBaHUY UMMYHOAEPHUIIUTHOIO COCTOSTHUSL.

Oocyxnenue: IlonyyeHHble pe3yabTaThl  MOATBEPXKIAIOT  JIAHHBIE
JUTEpaTypbl O KIIOUYEBOM pOJIM TEperpy3ku xeine3oM B  (HOPMUPOBAHUU
MMMYHOJIOTHUECKUX HapyuieHud mnpu [-tanaccemuu. M30BITOK xenme3a M €ro
OETKOBBIX KOMIUIEKCOB OKa3bIBaeT MPSMOE HMMYHOTOKCHUECKOE JCHCTBHE,
nojaBysiss (harouUTapHyl0 aKTHUBHOCTH MakpodaroB, Hapymas ¢yskuuo T-
JUMQOIUTOB ¥ AKTUBHOCTH HATYPAJIbHBIX KHJIIIEPOB.

Bricokue YPOBHU bepputnHa CHOCOOCTBYIOT 00pa3oBaHUIO
aHTU(QEPPUTHHOBBIX AHTUTEN M LHUPKYJIHPYIOIMIMX UMMYHHBIX KOMIIJIEKCOB, YTO
yCcyryosisieT HMMMYHHOE BOCHaJIeHME U TMoBpexaeHue TKaHed. IloBbimienue
IIPOBOCHAIUTENBbHBIX HIUTOKUHOB IL-6 n [L-18 oTpakaeT XpOHMUYECKYIO aKTHBALIUIO

MMMYHHOM CHCTEMBI M MOXET OBITh CBS3aHO C Pa3BUTHUEM COIYTCTBYIOIIUX

OCHO)KHGHHﬁ, BKJIOYasA SHAOKPUHHBIC U CEPACHHO-CO
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NMmyHonoruueckass AMCPYHKIUS MPHU B-TaJacCeMUU HOCUT KOMILIEKCHBIN

xapakTep © GOpMHpPYETCS TOA BIUSHUEM TpaHCHY3UOHHOW  HATPYy3KH,
CIUICHAKTOMMH, XPOHUYECKOU TMIIOKCUU U META00JIMUYECKUX HAPYIICHUH.

3akioueHue: Y mManueHToB C [-TajacceMuel BBISBICHBI BBIPAKEHHBIC
HapylIeHUs KJIETOYHOT0 U TYMOPAJbHOIO HUMMYHHTETA, XapaKTepU3yHoIIuecs
aKTUBAIMEl TMPOBOCTAIUTEIHLHOTO IIMTOKMHOBOT'O OTBETa, aucOamancom T-
TuMGOIUTAPHBIX CyOmonmynsinuii W aucuMMmyHorimoOynuHemuei. Ileperpyska
’KEJIE30M U BBICOKUH ypOBEHb (heppUTHHA UTPAIOT BEAYIIYIO POJib B POPMUPOBAHUU
MMMYHOPETYJATOPHBIX HAPYIIEHHWH H TOBBIIIEHHOTO pHUCKAa HHQPEKIIMOHHBIX
OCJIOKHEHHI.

KoMriekcHas olleHKa MMMYHHOT'O CTaTyca y MalMdeHToB ¢ [-ranacceMueit
MMEET BKHOE JMATHOCTUYECKOE M MPOTHOCTUYECKOE 3HAYCHHWE U JIOJDKHA OBITH
BKJIFOYCHA B CTaHJAPTHBIN aJTOPUTM HAOTIONEHUS JAHHOW KaTEropuu OOJHHBIX.
CBOEBpPEMEHHOE BBISIBICHUE MUMMYHHBIX HApYIICHHWI IMMO3BOJIUT ONTUMH3UPOBATH
Teparui, CHU3UTh YaCTOTY OCJIOKHEHUH U yIYUIIUTh KaUeCTBO KU3HU MAIIUEHTOB.
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