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CHUHAPOM ®UIIEPA — 9BAHCA B [TIPAKTUKE JETCKOI'O TEMATOJIOTA

TV «PHIIL] paouayuonnoii meouyunsl u sxonoeuu yenosexkay, Iomenn, Berapyco,
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B crarpe mpezncraBnensl cBeneHus o cunapome dumepa — DBanca (CDI), KOTOpHI
MpeJICTaBIsIeT co00l penkoe 3a00jieBaHUE C COYETAaHHEM ayTOMMMYHHOH I'eéMOJIMTUYECKON
anemuu (AUI'A) u ummynnoit pomOonuronenuu (UTII), BecTpeuatoieecs kak y aerei, Tak U
y B3pocibix. bonee 70% marnueHToB neTckoro Bo3pacta ¢ CDD UMEIOT mpeapacioiararomui
UMMYHHBIN Je(eKT, yTo TpeOyeT NpoBeieHus psaaa J1a00paTOPHBIX U HHCTPYMEHTAJIbHBIX HC-
CJIEIOBAHUM, @ TAK)K€ MOJIEKYJISIPHO-TEHETUUECKUX TECTOB JIsl YTOUHEHHS XapakTepa 3aboue-
BaHus. [IpuBeieHbI TaHHBIE IUTEPATYPBI O COBPEMEHHBIX MOX0aX K IUarHOCTUKE U JICUYECHUIO
nanHo# martonoruu. [IpencraBnens qBa ciydas COD, MaHH(pECTUPOBABIIETO B JETCKOM BO3-
pacTe, U3 KIMHUYECKOM MPAaKTUKHU aBTOPOB. Y OOOMX MAIMEHTOB IOCIENOBATENbHO AUATHO-
ctupoBanbl AUI'A, a 3arem UTII; conyTcrBytomue 3a00aeBaHus MO3BOISUIN IPEAIOI0KUTD, a
BIIOCJIE/ICTBUU U JOCTOBEPHO MOATBEPAUTH HAJTMUKE IEPBUYHOTO UMMYHO/Ie(DUILINTA Y TaHHBIX
nanueHToB. O6cyxnaercs 3pGEeKTUBHOCTD JIEYEHUSI [IIIOKOKOPTUKOCTEPOUIaMU, BHYTPUBEH-
HBbIM UMMYHOTJIOOYJIMHOM, MUKO(EHOIaTa MO(PETUIIOM.

Knrwueswie cnosa: cunopom Quwepa — I8anca, aymouMMyHHAS 2eMOTUMUYECKAsT aHe-
MU, UMMYHHAS MPOMOOYUMoneHus,, OUaeHOCMUKA, ledenue, KIuHu4ecKue cayiau

Beeoenue 70% mnamueHToB nerckoro Bo3pacta ¢ CDD
MMEIOT NPENpacoaratoiuii MIMMYHHBIN Je-
GexT, XoTd AaHHas H(pa MOKET ObITh 3aHU-
KEHHOM C YYETOM peabHBIX BO3MOXHOCTEU
T€HETUYECKOM TUarHOCTUKU [4]. UTanbsHCKOe
nccinegosanne ITP-NET mokazaino, 4to code-
tanue AUT'A mumroc UTII 66110 Gonee pacmpo-
ctpanénHbiM, ueM UTII win AUT'A ¢ neitrpo-

nenueit (p<0,001), a y 25% nanueHToB uMe-

Cungpom @umepa — OIBanca (CDDI)
IpeJICTaBIsIeT Cco00M coueTaHue ayTouM-
MyHHOI reMonuTudeckor anemuu (AUI'A)
u uMmyHHOH TpomOouurtonenuun (UTII), ko-
TOpbIE MOTYT Ppa3BHMBaThCsl OJHOBPEMEHHO
WJIH NIOCJIE0BATENbHO, MHOTIA COYETAIOTCS C
MMMYHHOH HeWtponenuel [1]. CDD Berpeya-

€TCSl PEIKO, OJJHAKO MOXKET Pa3BUTHCS B JIHO-
60oM Bo3pacTte. YacToTa ero BCTPE4aeMOCTH y
B3pPOCIBIX U IETEH IO CUX TIOP TOCTOBEPHO HE
ycranoBieHa. [To nanasiM nureparypsl, COD
auarHoctupyercst ¢ yacrotod 5-10% cpenu
B3pocibIX nanueHtoB ¢ AUTA u 2-5% —
cpenu nanuentos ¢ UTII [2, 3].
Knaccudurammms CDD Briodaer rmep-
BUYHBIM (MIMOMATUYECKUI) U BTOPUYHBIN
CDD, KoTophIii pa3BUBAETCS Ha (POHE APYTHUX
3a0oneBanuii (MH(pekuu, nuMbonponude-
partuBHbIe 3a00JeBaHMsI, ayTOUMMYHHBIE 3a-
OoseBaHUS, IMMYHOIC(PHUITUTHBIC COCTOSHUA,
3JI0Kaue€CTBeHHBIE HOBOOOpa3zoBanusi). bonee

112

JIUCH COITYTCTBYIOIIHE 3a00I€BaHMSI, BKITFOUAS
mumonponudepaTuBHbIE,  ayTOMMMYHHBIC
3a00JIeBaHUs WM NEPBUYHBIE UMMYHOAE(H-
uThl [5]. CDD 10BOIBHO YaCTO MOXKET JIe010-
TUPOBATh C W30JMUPOBAHHOW IUTOIEHUU, YTO
orMmevanoch B 54% ciydaeB [6] (Mo gaHHBIM
POCCHIICKOTO MCCJIEIOBAHUS €€ BHIIIE — B
72,5% cnyvaeB). [Ipu 3TOM IMTETHLHOCTH
MIPOMEKYTKA 10 Pa3BUTHUSL BTOPON UTONICHUH
B CpeHEM COCTaBIIsIeT 2 roja [4, 6].

Teuenue 3a0oneBaHMs, KaK MPaBUIIO,
XPOHUYECKOE, CKIOHHOE K Oolee TshKEmoMy
TEUYCHHUIO IO CPAaBHCHUIO C W30JIMPOBAHHBI-
MU ayTOUMMYHHBIMH IuTOnIeHUs MU [7]. s

Meouko-6uonocuueckue npobnemwl xcuznedesmenvhocmu. 2026. Ne 1(37)



Obmen onvimom

nuarHoctuku COD Tpebyercs NpoBeCTU Pl
OOIIEKITMHUYECKUX JT1a00paTOPHBIX U HHCTPY-
MEHTAJIbHBIX HCCIICIOBAaHUM, a TaKXke MoJe-
KYJSIPHO-TE€HETHUECKHUE TECThl — JJIS yTOU-
HEHHs XxapakTepa 3a0oneBanus |3, 8.
CeroaHst €IMHOTO TOXO/A K TePAIUH Ta-
uueHToB ¢ CPD, Kak B3POCIBIX, TAK U JETEH,
HE CYIIECTBYET. BONBIMMHCTBO MyOMUKaIUil
BKJIIOYAIOT COOOIIEHHS O CIydasiX, HO OYEHb
MaJI0 KPYIHBIX PETPOCHEKTUBHBIX HCCIEI0-
BaHMIA, @ paHIOMU3UPOBAHHBIEC UCCIIEIOBAHUS
BOBCE OTCYTCTBYIOT [2, 8]. TakTuka BeneHuUs
nanueHToB ¢ CPD paHee cBoauiach K MOJ-
XOJIaM, HUCTIONb3YEeMbIM TPH HM30JIMPOBAHHBIX
WTII u/unu AWT'A, HO HaKOIUIEHHBIH B KpyTI-
HBIX LEHTpax OMNbBIT BEICHUsS TaKUX IallUeH-
TOB TO3BOJIHJI IPEAJIOKUTH HOBBIE AJITOPUTMBbI
JedeHus. B yacTHOCTH, BbIIENEHBI Mpenapa-
Thl IIEPBOM U BTOPOM JIMHUH, IIPU 3TOM LEJIb
Tepanuy TEepPBON JUHHUU (TIFOKOKOPTHKOCTE-
pounsl (I'KC), BHYTpUBEHHBIH HMMYHOIJIO-
OynHMH) — JOCTHXEHUE OBICTPOTO KOHTPOJIS
Ha/l LIMTONCHUEH, IPEeIOTBPAILICHUE PAa3BUTHS
KHU3HEYTPOXKAIOIMX KPOBOTEUEHHH W aHe-
MUH, a Tepanus BTOPOU JIMHUU (PUTyKcHUMaO,
LUKJIOCTIOPUH A, BAHKPUCTHH, MUKO(eHoaTa
Moderus u ap.) Tpebyercss manueHTam ¢ pe-
3UCTEHTHOCTBIO K TEpAlMy EpBOM JTuHUH [9].
ITo uroram ompoca MeXIyHapOIAHBIX IKC-
neproB B 2024 1. ObM c(HOPMYIHPOBAHBI
KOHCEHCYC-PEKOMEHJIAIMU TI0 JTUArHOCTUKE U
nedenuto CDD y B3pocibix [8]. B xauectse
Tepanuy NepBON JTMHUM NPEIaraloTcsi OBbI-
LICHHBIE JI03bI MPEAHU30I0HA (C BHYTPUBEH-
HBIMH MMMYHOITIOOYTMHaMHU WM 0€3 HHX) C
Pa3IUYHON MPOAOIHKUTETBHOCTBIO JICUCHHS U
MIOCTENEHHBIM CHIDKEHHEM J103bl. Putykcumad
B KayeCcTBE TEpalMu MEpBOi JTMHUM PEKOMEH-
nyercs npu AUT'A xonmogoBoro tumna u B Ka-
4yecTBe Tepanuu Bropoil nunuu npu AUTA c
TEIJIOBBIMU arrIlOTUHUHAMHU M Y TAIEHTOB
C UMMYHHOH TpOMOOLIMTONICHUEH 1 aHTU(OC-
(GONMMMUIHBIMU AHTUTETIAMH, TPEIBITYIIIMHI
TPOMOOTHYECKMMHU COOBITUAMH HJIM COITyT-
CTBYIOLMMHU JUMponponupepaTuBHBIMHU  3a-
OoneBanusivu. OHAKO pUTYKCUMal HE Cliemy-
€T Ha3HayaTh NalMeHTaM ¢ UMMYyHOonepHLHU-
TOM I TSOKEIBIMH MUHQPEKIMUAMH, TO KE OT-
HOCHUTCS M K CIJICHIKTOMUU. ATOHUCTBI PeLiert-

Meouko-6uonozuueckue npodremwl xcuzneoesmenvhocmu. 2026. Ne 1(37)

TOPOB TPOMOOIIO3THHA PEKOMEHAYIOTCS IpPU
XPOHHUYECKOM MMMYHHOH TpPOMOOLIMTONEHUU
U B CIIy4ae TpenbIayieit TsHKEIoN HHPEKIHH.
®docramaruHUO Ha3HAYaAETCs B Ka4eCcTBE Tepa-
MWW TPETHEN WU JAJIbHEWIIIECH TMHUW U TIPE-
JIOKEH B Ka4e€CTBE Tepauy BTOPOU JIMHUU IS
HALUEHTOB € MPEAbLIYIIMMU TPOMOOTHYECKHU-
MU cOObITHSIMUA. MIMMyHOA€EnpeccanTsl ObLIH
NIEPEMEILEHB] B TEPANIMIO TPEThEH MM Jajlb-
Helmell TuHuKM. DKCHepThl MpeiaraioT Uc-
M0JIb30BaTh PEKOMOMHAHTHBINA 3PUTPONOITUH
npu AUT'A B cimydae HETOCTAaTOYHOTO KOJIM-
YeCcTBA PETHKYJOIMTOB, WHTUOUTOP KOMILIE-
MEHTa CyTUMIMMA0 — MpH el IUBUPYIOIIEH
xononoBoit AUI'A n koMOMHAIUIO pUTYKCHMA-
6a u 6ennamycruna — npu CPD, BTOpHYHOM
[0 OTHOUICHUIO K JUMonponudpepaTuBHbIM
paccrpoiictBaM. Hakoner, ObITH JaHBI PEKO-
MEHJAlMU 110 MOJJIepKUBAIOIIEH Tepanuy,
TpaHc(y3ur TPOMOOLIMTOB W SPUTPOLIUTOB,
a TaKkXke MpoQHIaKTUKE TPOMOOTHYECKHX OC-
JIOXKHEHHUH 1 OaKTepuabHBIX HHpEKIHii [8].
B 10 xe Bpemsi, no100HbIe KOHCEHCYC-pe-
KOMEHIALMH IS TALUEHTOB IETCKOIO BO3pac-
Ta OTCYTCTBYIOT, @ YacTb JIEKAPCTBEHHBIX Ipe-
naparoB B benapycu He 3aperucTpupoBaHa.
Llenv uccnedoganus — TPOAEMOHCTPUPO-
BaTh MO/IXO/IbI K AUATHOCTUKE U JICYEHUIO CHHIPO-
ma ®urepa — DBaHca MO JUTEPaTypHBIM JaH-
HBIM U Ha IPUMEPE BYX KIMHUYECKUX CIIy4yaeB.

Mamepuan u memoowt uccieooeanusn

[Ipoananu3upoBaHbl NOITHOTEKCTOBBIE XKYp-
HAJILHBIC CTaThH 10 TEME Ha PYCCKOM W aHIJINK-
CKOM s13bIKax U3 Poccriickoi aleKTpOHHOM Meu-
ruHCKOM Onbmoteku Elibrary.ru m Harmonasms-
HOM MemumHCKor Onbmmoreku CLHA (https:/
pubmed.ncbi.nlm.nih.gov). [IpuBenens! faHHbBIC
W3 MEUIIMHCKON JIOKYMEHTAIMN aMOyJIaTOpHO-
r0 U CTAlIOHAPHOTO 3Tana JIByX MAllMEHTOB C
C®DD, HaxomuBHIMXCA C JIETCKOTO BO3pacTa Ha
JICTIAHCEPHOM YUY€Te€ B TOCYAApPCTBEHHOM Y-
pexnennn «PecrmyOnMKkaHCKU Hay4YHO-TIPAKTH-
YECKHH LIEHTP paJIMalliOHHON MEINLMHBI U 3KO-
norum yenoseka (I'Y «PHIIL PMuDY»).

Pezynomamul uccneoosanun

V¥ nanuentku b. 2015 rona poxaenus B
BO3pacTe 2 roga 6 Mecs1eB BIEPBbIE BOZHUK-
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na cuMmnroMaruka octpod AUI'A ¢ Henon-
HbIMM aHTUAIPUTPOLIUTAPHBIMU aHTUTEIAMH,
TEeMOJIMTUYECKUNA KpU3, aHEMHUYECKass KoMa.
HakanyHe mocTymieHuss B OHKOJIOTMUYECKOE
reMaToJOTMYECKOE OTAENEHUE JUIsl JeTeil
I'Y «PHIIL] PMu3Y» Haxoaunach B OTACIe-
HUU pEaHMMallud ¥ HMHTEHCUBHOH Tepamnuu
JeTCKOM OOJBbHMIIBI, TNl MOodydYaja JIeUeHUe
10 TIOBOJly F'€HEPATM30BAHHON BUPYCHO-0aK-
TepUATbHON MHPEKINH HEYTOUHEHHON 3THO-
JIOTUH, IPABOCTOPOHHEH IIOJIMCErMEHTapHOU
ITHEBMOHMH, CHHJIPOMa CUCTEMHOTO BOCTIAJIH-
TeapHOro oteera, IBC-cunapoma.

Anamue3 xu3Hu: «Ponunace ot mepBoit
6epemennoctu. IlpuBuTa MO MHIMBHIYallb-
HoMy KaneHgapio. Ilepenecénnbie 3a0oie-
BaHMS: OCTpHIE PECHUPATOPHBbIC HH(EKIUH.
HaOGmronaercss AETCKUM TICUXOHEBPOJIOTOM 10
IIOBOJly MOCJIEACTBUI PAHHETO OPraHUYECKOTO
nopaxxenust LIHC ¢ n€érkumu koopiuHaTOpHbI-
MU HapylIEHUS MU, YMCTBEHHOW OTCTAJIOCTBHIO
yMepeHHOH creneHu. CucTeMHOe Henopas-
BUTHE peud 2 ypoBHs, ausaprpust. CUHIpOM
MIOBE/ICHUECKUX HapylieHuid. Manbdopmanus
Kuapu». AuneproaHamHes: «ajljieprudecKuii
nepmarut. HacneicTBEeHHOCTb HE OTATOLLEHAY.

IIpy nepBUYHOM IIOCTYIUIEHUM B OTIE-
JeHue ObUIM BBIBICHbI NPU3HAKA AHEMUU
(3putpouutsl — 1,40%10'%/n, remornmodun —
89,6 r/n, neiikouutel — 6,6x10%11). B OHoxu-
MHUYECKOM aHam3e KpoBH: hepputu — 1399,5
MKr/11, C-peakTuBHbIH Oenok — 1,22 mr/m, nax-
taraeruaporenaza (JIAI) — 1194 En/n, ran-
tormoouH — 0,044 r/n. B0 HAyaTo JIeUeHHE
JIEKCaMETAa30HOM, BBOAWJICS BHYTPHUBEHHBII
MMMYHOIJIOOYJIUH, TIPOBOAMIIACH 3aMECTUTEb-
Hast Tepanus (TPYKIbI OTMBITHIE 3PUTPOLIUTHI),
a"TuOaxrepuanbHas tepanus. B 2017 roxy 00-
cinenoana B PHIIL] meTckoid OHKOJIOTHH, Te-
marosioruu 1 ummyHonoruu (PHIIL 1OI'uld);
UCKITIOUEH MEPBUYHBIN UMMyHOIEGUIUT. Bbi-
[IMCAHA C YIIy4llIEHUEM.

B 2019 roxgy nHa ¢one octpoit pecrnupa-
TOPHOM WH(EKIMU TMOSIBHINCH CHUHAKH Ha
KOXKE HOT, Ha CIEIYIOIIHNN JEHb ChIIb Paclpo-
CTpaHWJIaCh Ha TYJOBHIIE U BEPXHUE KOHEU-
HOCTH, IHEM I037HEE IOSABUIIACH TeMOpparu-
4yecKasl Chlllb Ha JIMLE M SA3bIKE, OTMEYAJIOCH
HEOOMJIbHOE KPOBOTEUEHHE U3 POTOBOM 1OJIO-
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cti. OOmMil aHaIM3 KPOBU: SPUTPOLMTHL —
3,94x10"%/n, remornooun — 108 /i1, TpoM60-
utel — 4,3%x10%/m, netikouute — 14,8%10%/71.
Bbu1 BhICTaBIEH JMArHO3: «MMMYHHAsi TPOM-
OolMTONIEHNYECKasl MypIypa, OCTpoe Tede-
HHE, BIaxHas (opma, BIEPBbIC BHIABICHHAS.
PeriuBupytoiye adThl OJIOCTH PTay.

B nanpHeimeM HEOAHOKPATHO IMOIydaia
neuenne B I'Y «PHIIL PMud4» (ummyHo-
[100yJMH BHYTPUBEHHO; TIIIOKOKOPTHKOCTE-
pounsi). Ilepenecna undexuuto COVID-19 B
2020 rogy. B urone 2020 roma ObuT OKOHYA-
TEJIbHO YCTaHOBJIEH AMArHO3 «CUHIpoM Du-
niepa — DBaHCay.

B wmae 2022 roma KOHCWJIMYMOM
I'V «PHIIL] PMudD4» ¢ yuérom pexoMeHna-
IUI TEJEMEIULUHCKOTO KOHCYJIBTaTUBHOIO
3akmtoueHust PHIII peTckoit oHkoJoTUH, Te-
MaTOJIOTUM M MMMYHOJIOTMM Ha3HA4€HO Jie-
yeHue Mukogenonara mopermiom 500 mr mo
1/2 Tabnetku 2 pasa B JieHb (yUUThIBasl HECTa-
OUIBHOCTH TMOKa3aresnei KpoBu). C OKTAOPA
2021 roma HAOMIOMAIOTCS PELUANBUPYIOIIHE
JIBYyCTOPOHHME ITHEBMOHUU. B sHBape, urone
u Hos10pe 2022 roja MOBTOPHO KOHCYIBTHUPO-
Bana B PHIIL] IOI'ull. PexomennoBano mpo-
JOJDKUTH NpUEM MUKO(eHodaTta MogpeTHa;
BHYTPUBEHHBI MMMYHOITIOOYJIMH IO TOKa-
3aHusAM. JluarHo3 myneMoHoIOra B (heBpaine
2023 ropma: «BTOPUYHBIM XPOHUYECKUN MH-
TEPCTULMATIBbHBII THEBMOHUT; ¢ utois 2022
rojia 1o PeKOMEHaluH ITyJIbMOHOJIOTA T10JTY-
yaeT uHransuuu Qaukcoruaa 125 Mkr mo 2
BOXa 2 pa3a B JeHb». YIIyOleHHas AUarHo-
CTHKAa NEPBUYHOTO HMMYHOJACHHUIUTA TNPU
IIOMOIIIM TOJIHOIO T'€HOMHOI'O CEKBEHHMpOBa-
Hus no3sosnia B 2025 rogy BBIIBUTH TOMO-
3UTOTHYK0 MYTalUI0 B TI'€HE TPUIECHTUAWI-
nentuaassl 2 (TPP2) ¢.2104C>T p.R702X.
MyTauun JaHHOTO I'eéHa acCOLUMUPOBAHBI C
UMMYHOZC(HUIIUTOM C ayTOMMMYHHTETOM H
3aJE€PKKOU pa3BUTHA. TUIT HACIIETOBAaHUS —
ayTOCOMHO-PELIECCUBHBIN. JlaHHOE HCCIIeN0-
BaHUE I[103BOJIMJIO YTOYHUTH KIMHUYECKHUU
nuarHo3 — «D81.8 [lpyrue xomOuHupoBaH-
Hble UMMYHOAEC(PULUTHI: UMMYHOACPHUILHUT C
AyTOUMMYHHUTETOM M 3aJEP’KKOM pa3BUTHS,
aCCOLMUPOBAHHBINA ¢ TOMO3UTOTHOM MyTallM-
et TPP2 ¢.2104C>T:p.R702X».
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Obmen onvimom

[Tauuent C. 2003 roga poxaenus. B 2014
rony, B 11-netHem Bo3pacte, oOCien0BaH 1o
MoBoAYy JUM(aneHONATHH, 10 TaHHBIM MaTO-
TUCTOJIOTMYECKOTO HCCIIENOBAHUS TUMQOy31a
JUArHO3 «JTUM(OTpaHylIeMaTo3a» HCKIIIOUYEH,
BbIsIBIICHA Hecrenuduueckas (HOUUKYIsIp-
Has TUTEPIUIa3us.

Anamues xu3au: «Poc, pasBuBaica mno
BO3pacTy, UMEET HEOOIbIIOE OTCTABAHHUE B
pocte OT cBepCTHUKOB. He mpuBuT mo me-
JULMHCKUM  noka3aHusM. llepeHecEéHHbie
3aboneBanusi: OPU, BOb-undexius, rHou-
Heiii cunycut (2014). C 2006 roma cTpamaet
caxapHbIM TUabeToM, THII 1, MOJy4aeT UHCY-
JUHOTEpaIuio». AJUleproaHaMHes3: «JeKap-
CTBEHHas ajuleprus Ha neHuuwuinH. Hacnen-
CTBEHHOCTb HE OTSTOILICHAY.

B 2015 romy ycraHOBIIEH OUarHo3 «uM-
MYHHasi TE€MOJIMTHYECKAash aHEMHs TSKEIOU
CTENEHU B COUYETAHUHU C JEKOMIIEHCAIuen ca-
XapHOro auabera M OCTPHIM JIByCTOPOHHUM

BEPXHEUCIIOCTHBIM ~ CHUHYCHUTOM»  (3pUTPO-
uutel — 2,15%10'%/1, remormobun — 67 1/,
TpoMOOITEl — 212%10°%/11, NeUKOIUTBEI —

6,1x10°/11), B OMOXMMHUYECKOM aHAJIM3E KPOBU:
C-peaktuBHbiii 6enox — 14,09 mr/n, JIAT —
312 En/n, rantormooun — 0,361 r/n. Jleuwmn-
ca B I'Y «PHIILl PMu3Y», koHCYIbTUPOBaH
B PHIIL] JOI'ul. Ilonyyan 3amMecTUTENbHYIO
TEPAIUIO OTMBITBIMU 3PUTPOLIUTAMH, HA3HAYE-
HbI BHYTPUBEHHBIA UIMMYHOTIIOOYIIMH U TIpeI-
HU30JI0H, J103bl KOTOPOI'O CHUKAJIUChH B IIOCIIE-
ayrome 3 mecsana. B 2017 rony npousomén
HOBBIN 3IHM30]] TEMOJIMTUYCSCKON aHEMHHU, KO-
TOPBIA CHOBA OBLT YCHEIIHO KYITUPOBAH IMpe/I-
HU30JIOHOM B TeueHue 3 mecsues. B 2016 roqy
MOCJIe JIETKOTO MaJeHUs Pa3BUIIMCh MATOJIOTHU-
YECKUE IIEepeNIOMBI IIATOYHBIX KocTe. Hamu-
YHe 0CTEOonopo3a noaTBepxkaeHo B 2018 romy.

B suBape — ¢espane 2018 rona auarso-
CTUpPOBaHA BHETOCIUTAJIbHASL JABYCTOPOHHSSA
IMHEBMOHUSI HEYTOYHEHHOW S3THOJOTHUH, 3a-
TE€M BHOBB BBISBIICHA TUM]aaeHONATH, IPU
KOTOpPOH perMKalus LUTOMEerajioBupyca u
BUpyca OnmreiiHa — bapp noxareepxkaeHa
BoisiBieHueM JIHK stux BupycoB B citoHe
¢ nomorsio [IIP. BeisiBiena tpomboIuTo-
nenus (1o 4x10°/1), moxydan JieueHHE BHY-
TPUBEHHBIM HMMYHOTJIIOOYIMHOM C YMEpEH-
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HBIM OTBETOM W IOCJIEIYIOIUM Ha3HA4YEHU-
eM npenHu3osiona. [Ipu momnpITke CHUXKEHUS
7036l TPEIHU30JIOHA TIOCNIE JTOCTHIKEHUS
spdexTa UMMYHHas  TPOMOOLUTONEHUS
BHOBb PELUAMBUPOBANIA, TaKKE CHUBMIICS
ypoBeHb remorobuna go 117 r/m. B 2018
roay B PHIIIL JIOTulM ycranoBineH quarsos:
«mepBUYHbI  UMMyHoAehuuT? CHHIPOM
@umepa — OBaHca. Xponuueckas BOb-
uHbpekuus». [loxydan repanuto npeaHU3010-
HOM B 103€ 1 MI/KI Macchl Tejla U BHyTPUBEH-
HBIM UIMMYyHOI00ynuHOM. B nrone 2018 roga
o0cie10BaH B YHUBEPCUTETCKON KIMHHKE T.
®paiidypr (I'epmanust), rae ycTaHOBICH Ua-
THO3: «ayTOMMMYHHBIA JuMponponudepa-
TUBHBIM CUHIPOM, CUCTEMHBIN OCTEOIIOPO3».
PexomennoBaHo JedeHue MukodeHonata
MO(]ETUIOM, BHYTPUBEHHBIM UMMYHOIJIOO0Y-
auHOM 1 pa3 B Mecsl, Tepamnusi CUCTEMHO-
ro ocreomoposa. BrisBneHa myTamus reHa
STAT3 ¢.779T>C (p.Leu260Pro) c HesicHbIM
KJIMHUYECKUM 3HadeHueM. KoHcynbsTupo-
Ban B PHIIL[ 1OI'ul, roe copmynupoBan
JIMarHo3: «IEepBUYHBIH HUMMYHOAE(DULIHUT:
AyTOUMMYHHBIH  JTuMQornponudepaTuBHbIN
CUHJIPOM, CHCTEMHBIN OCTEOMOpPO3, cebopeii-
HbIA gepmatut». C TOro BpeMEHHU MOTydyaeT
Tepanuo MukodeHonata MOpETHIOM, NEPU-
OJIMYECKH — BHYTPUBEHHBIM UMMYHOIJIOO0Y-
JIMHOM, JICYUEHUE CUCTEMHOTO OCTEOIOPO3a.

Takum o6pa3oM, 00a KIMHUYECKUX CIYy-
yasg JIEMOHCTPUPYIOT MOCIEI0BATEIBHOE TO-
siaeaue AWUI'A, a szarem MTII B gerckom
Bo3pacte. ComyTCTBYIOIIUE 3a00JEBaHUS T10-
3BOJISUTH TIPEJIONOKUTh, @ BIIOCIEACTBUU U
JIOCTOBEPHO MOATBEPAUTH HAJIMYUE TEPBUY-
HOTO MMMYHOJE(HIMTA y JAHHBIX HalMeH-
ToB. Tepanus nepsoil nunun (I'KC, BBUI)
HE IPUHECIA XKeIaeMoro pesyabrara, U OblLI
Ha3Ha4yeH Ipernapar BTOPOU JIMHUU — MHUKO-
¢denonara mModeTus, KOTOPBIH HHTUOUpYET
MHO3MHMOHO(OC]ATACTHIPOreHasy, Mpernsr-
CTBYsI ipoaudepau TuMQpOLUTOB, U TPUMe-
HSETCS B KayeCTBE MPO(UIAKTUKUA OTTOpIKe-
HUs TpaHciuianTara. Ero addexruBHocTs npu
AUT'A u CDD cocTaBisieT B CpeIHEM OKOJIO
62% [9]. Tem He MeHee, TaHHBIC MAITUEHTHI
TpeOyIOT MEAULIMHCKOTO HAOMIOACHUS U TIOA-
JeP KUBAIOLIEH TEPAIIHH.
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3aknrouenue

C®D B KIMHUUYECKO MTPaKTHKE Meauarpa
M JIETCKOTO OHKOJIOra-reMarojora SsBIsIeTCS
peAKUM, HO JMArHOCTUYECKH CJIOXKHBIM CO-
CTOSIHHEM, C KOTOPBIM OOJIBIITUHCTBO CIICIIH-
aJMCTOB Majo 3HaKoMbl. [IpuBen€HHbIE HAMU
JBa KIMHAYECKUX CIydas JIEMOHCTPUPYIOT
nocienoBarensbHoe noseienne AUIA, a 3a-
tem HWTII, nmoaTBepkaeHHWE HaIU4Ms MEP-
BHYHOTO MMMYHOAC(HHUIIUTHOTO COCTOSTHUS H
CIIO)KHOCTH B JICUCHUU JAHHOH ITaTOJIOTHH, C
MOCJIEI0BATEILHBIM UCTIONB30BAHUEM TIpera-
paToB MEPBOM U BTOPO JIMHUH.
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E.F. Mitsura, E.S. Tihonova I.P. Romashevskaya, S.A. Khoduleva,
A.N. Demidenko, E.V. Borisova

EVANS SYNDROME IN THE PRACTICE OF A PEDIATRIC HEMATOLOGIST

The article presents information about Evans syndrome (ES), which is a rare disease with a
combination of autoimmune hemolytic anemia (AIHA) and immune thrombocytopenia (ITP),
occurring in both children and adults. More than 70% of pediatric patients with ES have a pre-
disposing immune defect, which requires a number of laboratory and instrumental studies, as
well as molecular genetic tests to clarify the nature of the disease. Literature data on modern
approaches to the diagnosis and treatment of this pathology are presented. Two cases of ES
manifested in childhood from the authors’ clinical practice are presented. Both patients were
consecutively diagnosed with AIHA and then ITP, concomitant diseases allowed us to assume,
and subsequently reliably confirm, the presence of primary immunodeficiency in these patients.
The effectiveness of treatment with glucocorticosteroids, intravenous immunoglobulin, my-
cophenolate mofetil is discussed.

Key words: Evans syndrome, autoimmune hemolytic anemia, immune thrombocytopenia;
diagnosis, management; clinical cases
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