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Lintomeranosupycras undekums (LUIMBN) — npuunHa BO3HUKHOBEHMS NOPOKOB PA3BUTHS, BHYTPUYTPOBHOM rMbenm nioaa, Tsxenoro
reHepanM30BAHHOrO 3060MEBAHMS C NETAMbHBIM MCXO[OM, O TAKXE U3MEHEHMI CO CTOPOHLI remonos3a. INantpontocts LIMB 1 oco-
6eHHOCTH MMMyHOMaToreHe3a BpoxaeHHo! LIMBU MHMummpytoT ayTonMMyHHbIe 30601€BAHMS, AEKOMMEHCALMIO COYETAHHBIX NATONO-
rmit. Hitke npuBeaeHbl ABA Cly4as TAXENOro HACNEACTBEHHOTO ChepoLMTO3a y AETel C BPOXAEeHHOM aktieHon LIMBI.
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Congenital cytomegalovirus (CMV) infection is the cause of fetal malformations, fetal death, severe generalized disease up to death, and changes in hematopoiesis.
It should be noted that the pantropic effects of the virus and the peculiarities of the immunopathogenesis of congenital CMV infection are often the basis for the
occurrence of autoimmune diseases Also CMV can be the reason in decompensation of combined pathologies. Below are two cases of severe hereditary sphero-
cytosis in children with congenital active CMV infection.

Keywords: Congenital cytomegalovirus infection, CMV infection, Hereditary spherocytosis, Minkowski Chauffard disease, Autoimmune hemolytic anemia

Ans umtnposanusa: Komapoea A.A., Capkucsn E.A., Xoxnosa AT, Monsik E.A., Bepwunnnkosa B.A., bantaesa K.P., KaHueposa [.P., Muporosa B.A., Maka-
posa J1.M., benas AJ1., Atanuna A.E., Jlio6esrnosa W.I. Taxenbie bopmbl HOCNEACTBEHHOrO chepoLMTO3a Y AETEN C BPOXAEHHON OKTMBHOM LMTOMEranoBMpYC-
Hoit dekumeit. Jetckue undpekumn. 2024; 23(1):55-61. doi.org/10.22627/2072-8107-2024-23-1-55-61

For citation: Komarova A.A., Sarkisyan H.A., Khokhlova A.P, Polyak E.A., Vershinnikova V.A., Baltaeva K.R., Kantserova D.R., Mironova V.A., Makarova LM,
Belaya A.L., Atapina A.E., Lyubeznova |.G. Severe forms of hereditary spherocytosis in children with congenital active cytomegalovirus infection. Detskie Infektsii =
Children's Infections. 2024; 23(1):55-61. doi.org/10.22627/2072-8107-2024-23-1-55-61

Undopmaums o6 asTopax:

Komaposa Anna AnatonsesHa (Komarova A.), opanHaTtop kadeapsi HdekumoHHbix 6onesrelt y aeteit neamatpudeckoro dakynstera PHUMY um. H M. Mupo-
rosa MuHsapaea Poccuu; komarova.anna.09@gmail.com; https://orcid.org/0000-0002-9808-1931

Capkucsan Ernie Ansbeprosra (Sarkisyan H.), k.M.H, BOueHT kadeapbl rocnuTanbHoM neanatpun um. akagemmka B.A. Ta6onuna PHUMY um. HM. Muporoea
Munzgpaea Poccun; heghinesarg@gmail.com; https://orcid.org/0000-0001-7305-9036

Xoxnosa Anacracus Masnosra (Khokhlova A.), ctyment 6 kypca neanatpudeckoro dpakynsteta PHAMY um. H.M. Muporosa Munsapasa Poceuy;
nas.hohlova@yandex.ru; https://orcid.org/0009-0004-6314-1086

Monsk Ekatepura Anapeesra (Polyak E.), ctyment 6 kypca neamatpudeckoro dakynsteta PHAMY um. H.U. Muporosa Munsapasa Poccuu;
yumiko915325@icloud.com; https://orcid.org/0009-0008-4732-4084

BepwuHnnkosa Buktopus Anatonbesta (Vershinnikova V.), cryaent 6 kypca neanatpuueckoro dakynstera PHUMY um. H.M. Muporosa Munsapaea Poccuy;
vikankor@mail.ru; https://orcid.org/0009-0006-0591-2801

bantaesa Kamuna Pycramosra (Baltaeva K.), cryaeHt 6 kypca nepnatpuyeckoro dakynsteta PHAMY um. H. U. Muporoea Munsapaea Poccuy;
baltaeva-kamila@mail.ru; https://orcid.org/0009-0008-8013-9374

Kanueposa [unana Puatosra (Kantserova D.), ctypeHT 6 kypca neamatpuyeckoro dpakynsteta PHAMY um. H.U. Muporosa Munsapasa Poccuu;
dilanakantserova@yandex.ru; https://orcid.org/0009-0001-5338-8729

Muporosa Beporuka Anapeesta (Mironova V.), ctypeHT 4 kypca neanatpuueckoro dpakynstera PHAMY um. HM. Muporosa Munsapasa Poccuy;
mironovaveronika9048@gmail.com; https://orcid.org/0009-0001-0817-4959

Makaposa Jlioammuna Muxaitnoera (Makarova L.), saseaytowmit 8-m MHGEKLMOHHBIM OTAENEHUEM AN HOBOPOXAEHHBIX U HepoHoWeHHbIX aeTel, KB N29
um. I.H. Cneparnckoro 13M; makarova.inf8@yandex.ru

Benas Anna JlbsosHa (Belaya A.), Bpay Heoratonor, 8 uhdekumoHHoe oTaeneHre ans HOBOPOXAEHHbIX 1 HepoHoweHHbIx aeTeld, ATKB N9 um. I'H. Cnepanckoro
[3M; annabelaia.dgkb9@mail.ru

Aranuna Anactacus Esrenbesra (Atapina A.), Bpay neanatp, 9 uxdekumnonHoe otaenenme, AIKB N29 um. [H. Cneparckoro [13M; a2602@yandex.ru;
https://orcid.org/0000-0002-5450-2677

Tlio6esHosa Mpuna MennaasesHa (Lyubeznova 1), saseayrowmii 9-m MHdpekumonHbiM oTaenennem, detckas ropoackas kamHuyeckas GonbHuua N2 9 um. IH. Cne-
patckoro; lyubeznovairina@mail.ru; https://orcid.org/0000-0001-7807-880X

Hacnepcteennbiin  chepountos (HC, Hereditary  6Gonee kopoTkas NpoOAOmKMTENbHOCTb XM3HW 3SPUTPOLMTOB

spherocytosis, MKB-10 D58.0) — nacneacTteerHas remonntu-
Yeckas GHeMMs BCneacTeue AedekTa MeMBpaHbl SPUTPOLM-
TOB, NPUBOLASLLETO K XAPAKTEPHOMY U3MEHEHMIO HOPMBI SPUT-
poumToB (CPepoLuTL), KOTOPAS FETEPOrEHHA MO CTENEHM Ta-
XECTU KIMHMYECKMX MPOSBNEHWHA, AedpeKTaM MeMBPaHHbIX
6enkoB M TMMy HacnenoBaHus. MameHennas mopdonorus

AETCKUE UHOEKLMU. 2024; 23(1)

npu HC cesizaHa ¢ gedpuuutom mnu AMcyHKLMUENR OGHOTO M3
3MIEMEHTOB LMTOCKENeTd, GyHKUMEN KOTOPLIX SBASETCS Mof-
AepXaHue GOPMbI, YCTOMUMBOCTb K AeDOPMALMM M SACTHY-
HocTn sputpoumta. Knuumuyeckoe tevenne HC Bapeupyet no
CTENEHM TAXECTH OT HECCUMITOMHOTO O TSXENOrO C MACCHB-
HblM remMonn3oM. KnnHuuyeckune NposiBReHMs B TUMMYHBIX Ciy-
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4ASIX — GHEMMS, XENTYXA M CMIIEHOMETANMS PA3NNYHOM CTene-
HUM BbipaxeHHOCTU. MHoraa ymeperHo BoipaxeHHsiid HC mo-
XeT COMPOBOXAATLCS APYTMMM 3060NEBAHUAMM, ANSi KOTOPBIX
XOPAKTEPHA CMNEHOMErQnus, HANMPUMEP, UHPEKLMOHHBIA MO-
HOHYK/I€03, OKTUBHASH LIUTOMErQNOBUPYCHAS MHPEKLMS, KOTO-
pble ycunusatoT nposisnenuns HC 1 aBnsaiotcs npuymHammn xpo-
HUYeckoro remonusa [1].

BpoxaeHHas uutomeranosupycHas uHbekums (BLIMBU,
Congenital cytomegalovirus infection, MKB-10 P35.1) — 3a-
6oneBaHKe, PA3BMBAIOLLEECS B PE3YNbTATE OHTEHATANBHOM
nepeaayu Bo3ByIMTENs OT MATEPHM K Mofy. DTO MOXET npo-
M3OMTH KAK MPK MEPBUYHOM 3apPaXeHMM BepeMeHHOM, TaK M
PEaKTUBALMM paHee NprobpeTeHHo MHpeKLmM BO Bpems Be-
PEMEHHOCTM MK Xe NPU BCTPEYE CEPONO3UTUBHON MATEPH C
OPY™MM WTaMmoM untomeranosupyca (LUMB) [2, 3]. Bepost-
HOCTb Mepefayn BUpPYca Mnogy npu nepsuyHOM MHHULMPOBA-
HWKM BO3PACTAET MO MEPE YBENUYEHMUS CPOKA BEpEeMEHHOCTH
(ot 30% & | Tpumectpe k 72% 8 lll Tpumectpe) [4]. BLMBM
3anumaeT nepsoe mecto cpean TORCH-uHdbekumit no dop-
MMPOBOHMIO PA3HOOBPA3HBLIX MOPOKOB PA3BUTUS M BCTPEYd-
etca y 0,2—6,1% xusopoxgenHbix [5, 6]. 3abonesanue oT-
JIMHOETCS LWMPOKUM CMEKTPOM KIIMHUYECKMX CMMMTOMOB, OA-
HOKO Yallue BCErO BUPYC TPOMEH K renaToLMTAM, KNETKAM KO-
CTHOTO MO3rd, XeNyAOYHO-KMLLIEYHOrO TPAKTA M HEPBHOM CHC-
Tembl [2]. AHEMMS — OAHO M3 YACTbIX MPOSBNEHWI STOM MH-
deKUMM, HO PemKo BCTPEYAETCS YNOMMHAHME €€ TSXKENoro
TeyeHns. LUIMB yalue Bbi3biBOET AHEMMIO FEMOIUTUHECKOTO XA-
paktepa [7]. MiHoraa HM3kui yposeHb remornobuHa u Bbico-
kasi notpebHocTb B TpaHcdysmu y geteit ¢ BUMBU moryt
BbITb CBS3AHbBI C COMYTCTBYIOLWMM HOACTEACTBEHHBIM AEEKTOM
cTpoenus sputpountos [8].

B Hay4HOM MemMUMHCKOM NUTEpaType HEAOCTATONHO AAH-
Hbix o Tedenmn BLUIMBU y peteit ¢ renetnyeckn obycnosnen-
HOM NATONOTMEN CTPOEHMsS MeMBpPaHbl spuTpoumTos. B cratse
NPUMBEAEHO ONUCAHME ABYX KIMHMYECKMX HaBnofeHuit: y ae-
Tei MMena Mecto paHHss manudectauns HC Ha oHe akTue-
Hon BLIMBM, kotopas ocnoxuuna Teuenue 3abonesaHus.
MonyueHo MHPOPMMPOBAHHOE COrNACUE 30KOHHBIX MPEACTA-
BUTENEN.

Knunuueckuin cnyuait 1. Peberok M. ot 4 6epementoc-
™, 3 ponos Ha 35,6 Hepene rectaumm. AKyLLEPCKUIA AHOMHES
oTaroweH: Hactoswas 6epementocts 4-a (1 — samepuas)
npotekana Ha ¢one OPBM ¢ 19—20 Hepenu, aHemmn 1 cre-
nexn ¢ 25 Hepenu. Ha ynetpassykosom ckpunurre (Y 3-ckpu-
HWHT) Ha 24 Hepene recTaumu y nnoaa 6bin BeisereH acumt. Ha
28 Hepene — ycKOpeHMe JIMHEMHOTO KPOBOTOKA B CPEAHei
MO3rOBOM APTEPMM, HEUMMYHHAS BOAsIHKA mnofa. beino npo-
BepeHo BHyTpuyTpobHoe nepenueanme kposu (BIK). Ha
33 Hepene, nNo faHHBIM Y 3-CKPUHMHIQ, BLISBNIEHA renaTtocmie-
HOMEranusi MIoAa, 3Xorpaduyeckne MPU3HAKM AHEMMM, HTO
notpebosano nostopHoro nposefeHus BIMK. Macca Tena
npu poxaernn 2620 r, pamHa 48 cM, OKPYXHOCTb rpyau
29 cMm, okpyxHocTb ronosbl 33 cm, oueHeH no wkane APGAR
2/3/5 6annos. Mokasarenu Gpu3nNieckoro paseuTHs COOTBETCT-
sosanu 50-my nepueHtuiio no Tabnmuam INTERGROWTH-2 15
Tsxenas acdukcus B popax notpebosana nposefeHus pe-
OHMMOLMOHHBIX MepONpPHUSTUIA B POAMIBHOM 3ane W nocne
CTABUNM3ALMM COCTOSHMS NepeBoaa pebeHka oTaeneHue pe-
QHUMALMM U UHTEHCUBHOM Tepanuu HosopoxaeHHsix (OPUTH).
Mpw KIMHMYECKOM OCMOTPE Ha 1 CYTKM XM3HM COCTOSIHUE TsIKe-
f0e, KOXHbIE MOKPOBbI MKTEPUYHBIE, TEMNATOCMIEHOMErQNMS,
YBENMYEHME PA3MEPOB XMBOTA, B IABOPATOPHBIX MCCIEROBA-
HMAX OTMeuanack runepbunupybuHemmns (obwmin GunnpybuH
164 mkmonb/n, nenpamas dpakumnsa 158 mkmons/n), nosbi-
weHue ypoeHs Tpancamunas (AT 89 EO/n, ACT 153 ELl/n).

Anemmns (Hb 90 r/n), amarHoctMpoBaHHas C nepebix CyTOK

Xu3HW, notpeboeana nposepeHns remotpaHcdysmit. Ycra-
HOBMEH AMArHO3: BPOXAEHHAS TEHEPANM30BAHHAS MHbEKLMS
BMPYCHOM 3TMONOIMM B COYETAHMM C HEMMYHHOM BOASIHKOM Mo-
00, XWUIOMEPUTOHEYMOM, HEOHATASbHBIM FEMATUTOM, BPOXAEH-
HOM MHEBMOHMEN U TAXENOM FrEMOSIUTUYECKOM QHEMMUEN.

OTMme4anoch HAPACTAHUE CUMNTOMOB MONMOPTOHHON He-
AOCTATOYHOCTH: HEOBXOAMMOCTb PECMIMPATOPHOM U KAPAMO-
TOHUYECKOW NOAAEPKKM, reNaTOCINEHOMErANUS, XENTyXd, M-
nepbunupybuHemus 3a cyet Henpsmon $pakummn (06wt 6u-
nnpybun 256,8 mrmons/n, npamont — 42 mkmons/n), cuHa-
pom umtonmsa (AT 96 EL/n, ACT 159 E[1/n), TpomboumTo-
nexus (59 x 10%/n), cMHAPOM yrHETEHMS LEHTPANbHON HEepB-
HoM cuctemsl (LIHC). C uensio gansHeiwero obcnenosanms m
neveHus Ha 6 cyTkM kun3Hu pebeHok 6bin nepesepeH 8 OPUTH
MHoronpogunbHoM getckoin BonbHuubl. KnuHnyeckoe coctos-
H1e pebeHKa, MPU3HAKK AbIXATENBHOM, CEPAEYHO-COCYANCTOM
HE[OCTATOYHOCTH NMOTPEeBOBANM MPOBEAEHUS WMCKYCCTBEHHOW
seHTMnaumn nerkux (MBJ1) B xecTkux pexmmax, MAccMBHOM
KAPAMOTOHMYECKOM MopmepXKu. [Tpu3HAKM uMTONM3Q, HEO-
HATANBHOM rUNEepBUNUPYBUHEMMU 30 cueT Henpsmon dpak-
M, oBycnoeunu obbeM AMArHOCTUYECKMX M nevebHbiX me-
ponpusituit 8 OPUTH, a B panbHeiiuem B otaeneHnmn BToporo
3TANA BLIXAXMBAHUS MHOrONPOGUIBHON AETCKOM BONbHMLbI.

Mpn ocMmoTtpe HA 6 CYTKM XM3HM OCOBOro BHUMAHMS 30-
CIYXMBAMM SPKAs MKTEPUUHOCTb KOXHbIX MOKPOBOB M BbIPA-
XEHHQS renaToCMNEHOMErANMS: NeYeHb BLICTYNANA M3-Nog, pe-
6epHoi ayrn Ha 5 cm, cenesenka Ha 4 cm. Obpauanu Ha ce-
65 BHMMAHME TAKXE CTUrMbl AnM33MBEpHoreHesa: HM3KO Noca-
XEHHbIE YyWK M KOpoTKas wes. Mo AAHHBIM AMHAMKYECKOro
yneTpassykosoro uccnegoeanms (Y3M) pasmepsi neuenn oc-
TOBANIMCH YBENIMYEHHBIMM, CTPYKTYPO YMEPEHHO HAPYLUEHQ,
YTO B COBOKYMHOCTU C CMHAPOMOMM LMTONM3A M XONecTasd
YKQ3bIBANO HO HEOHATANbHbIA FENATUT, OBYCIOBAEHHbIN BHYT-
PUYTPOBHOM MHbEKLMEN, MPEANONOXMTENBHO TepnecBMpyc-
HoM aTMonormn. Metogom NONMMMEPA3HOM LLeNHOM peakuum
(MLP) obHapyxeHa pesoKcMPUBOHYKNEMHOBAs  KMUCHOTa
(OHK) LUIMB & kposu (7,1 x 10° konui/mn) u cnione (8,7 x
x 10 konuit/mn) Ha TpeTbelt Hegene xu3Hu. Peberky 6bin Ha-
3HaueH raHumknosup B pose 12 mr/kr/cytkn (no 6 mr/kr
2 pasa/cyTku) M cneundUIecKUin QHTULMTOMErQNOBMPYCHBIM
MMMyHOrnobynuH. Ha ¢oHe nevenus raHUMKNOBMpPOM y pe-
6eHKa oTMe4anoch cHuxeHue remornobura go 101,8 r/n u
rematokputa go 31,8%. YuutbiBas BO3MOXHOE yrHeTaloliee
BO3[EWCTBME TOHLMKIOBUPA HA FEMOMO33, NMPOU3BEAEHA €ro
30MeHa Ha BanraHuMknoBsup B gose 32 mr/kr/cyT.

JMHAMMKO BMArHOCTMYECKM 3HAYMMBIX TA60PATOPHBIX MO-
KasaTtenen npeactaeneHa B Tabnuue 1.

Mo pe3ynbTatam NpoBEAEHHbIX MCCNEAOBAHMI Y pebeHKa
BbISIBIEHbI TMITOPETEHEPATOPHAS AHEMMSI, TPOMBOLMTONEHMS,
CUHOPOM LUMTONM3A, runepbunupybuHemus, rmneppepputu-
Hemus, nosbiweHue Genkoe octpor basbl. [o gaHHbIM Heltpo-
conorpadbuu (HCT), nposeaeHHoM Ha 6 CyTKM XM3HU, BbiSBAE-
HO MOBbILLEHNE SXOrEHHOCTU NEPUBEHTPUKYSIPHBIX 30H, HELO-
cratouHas andbdepeHUMpoBKa PUCYHKA BOPO3A U M3BUIMH.

Ha npotsixernn HaxoxaeHus pebeHKa B CTaLpMoHape npo-
BOAMNOCH NeYeHue, npeacrasnexHoe B tabnuue 2.

HnutensHocte Tepanmu B ycnosusx OPUTH cocrasuna
1 Mecsu 23 gHa. HecMoTpst HO NonoOXMTENbHYIO AMHAMMKY HA
doHe NPOTUBOBMPYCHOM Tepanuu (CHUXeHUe BMPYCHOM Ha-
rpysku, yposHs IgG u IgM k Cytomegalovirus, Tabn. 1), Ha-
bnofanace Yactas NoTpebHOCTb B NPOBeAeHMU TPAHChy3uu
pebeHKy 3pUTPOLUTAPHOM MACCHI, YTO B COMETAHMM CO CHUXKE-
HMEM OCMOTUUYECKOM PE3MCTEHTHOCTM SPUTPOLIMTOB M CABUIOM
kpueoit [Npaitc-[xoHca BneBo obycnoeuno npoeeaeHue au-
ArHOCTUYECKOTO MOMCKA B CTOPOHY HACNEACTBEHHBIX FEMONM-
TMYeckmnx aHemuit. Bnocnepcteum 6ein auardoctuposan HC ¢
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Tabnuua 1. JlabopatopHsie NOka3aTeNM KIMHUYECKOTO 1 BMOXMMUYECKOrO QHANM3A KPOBH AMHAMMKE
Table 1. Laboratory indicators of clinical and biochemical analysis of blood dynamics

reTepoaurotHoin MyTaumeit reHa SPTA2. Yepes 111 gven, 8 pnamna Tena 51 cm (+ 3 cm), otmedanocs otctasakme B dusm-
BospacTte 3 MecsueB 25 CyTOK XW3HM, peBEHOK BBIMUCAH M3 YECKOM M MCUXOMOTOPHOM PA3BUTHM.

CTAUMOHAPA B CTABMABHO TAXENOM COCTOHMU. nuTenbHocTb B HacToawmi momeHT peberok B Bospacte | roga umeert
HOXOXAEHMs HO 2-OM 3TAMe BbIXAXMBAHMS COCTABMAA | Me-  BBICOKYIO TPAHCDY3MOHHYIO 30BUCMMOCTb, HYXAAETCS B pery-
cay, 28 gHelt. Macca Tena npu eoinucke 4678 r (+ 1758 1),  napHoM rocnMtanMsaumm B rematonorueckue otaenenus. le-
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MonuTHueckue Kpu3bl cryvatotcs pas B 1—1,5 mecsua, tpe-
6YIOT 3KCTPEHHOM rOCMUTANM3ALMU U TPOBEAEHMS FTEMOTPAHC-
dysun. CoxpaHsietcs 304epKKA B PU3UYECKOM M HEPBHO-MCH-
xuueckom paseutumn. OTMeUaIOTCS MPU3HAKM LUMPPO3a neve-
HM: MO ACHHBIM SNACTOMETPUM, MPOBEAEHHONM B BO3pACTe
6 MecaueBs XU3HM, NIOTHOCTbL TKaHM nevenn 15 kla, yto coort-
BetctByeT ctagun F4 no wkane METAVIR. B ganbHeiwem pe-
BeHKy noTpebyeTcs TPAHCMAAHTALMS NeYeHn. TaxecTb 3a60-
NEBAHMUS yCyrybnseTcss HOPACTAIOWMM TMNEPCTIEHN3MOM — B
6yAyLLEM BbICOKA BEPOSATHOCTb CMIEHIKTOMMM.

Knunuueckuin cnyuain 2. PebeHok X. ot 5 6epemerHocTy
3 CPOYHBIX POAOB MATEPH C OTATOLLEHHBIM AKYLIEPCKUM GHOM-
HesoM (1-s BepemeHHOCTb — nepuHaTanbHas rubens, 3-s — 3a-
Mepluasi, Ha 4-i1 BbisBneHo Tevenne LIMB-uHdekumm, c npose-
OEHHOM Tepanueit B TeYeHMU GEPEeMEHHOCTM, 30KOHYMNACH
BHYTPUYTpobHOI rnbensio nnoga). HavHas 6GepemeHHOCTb
npotekana ¢ nogo3spexnem Ha LIMBU (moHoHykneosonogo6-
HbIlf CMHAPOM, MOBLILLIEHWE TEMNEPATYPbI TENd, MONOXMUTENb-
Hole IgG B Hayane GepeMeHHOCTU C He BbICOKOM GBUAHOCTbIO
Ha 16 Hepene rectaummn). Macca Tena peberka npu poxae-
Hum 3200 r, ganHa 52 cm, no wkane APGAR 8/9. Hacnepcr-
BEHHOCTb pebeHKa OTAroweHa: AsAs Mo MATEPUHCKOM JIMHUM
ymep B Bospacte 20 net oT XenyaouHO-KMLLIEYHOTO KPOBOTE-
YeHus Ha poHEe LMPPO3a nedery, 6abylika No MATEPUHCKOM
FMHUK nepeHecna renatut B nerkoit dopme (aHamHecTw-
Yeckue faHHble co cnos poguteteneit). Ha 10 geHb Xu3Hu me-
Topnom MNUP obrapyxena OHK LUIMB 8 kposu, Moue u cnioe.
Tevenne BLIMBM 6bino pacueHeHo Kak cybkamHuueckas
$OPMA: HO MOMEHT POXAEHMUS KITMHUYECKM 3HAYUMbIE MPU3HA-
kM 3060neBaHMs OTCYTCTBOBANM, KAK M WM3MEHEHUs B re-
MOrpamme, BUOXMMUYECKMI MPOPUIL KPOBU WM MHCTPYMEH-
TanbHble obcnenoBaHus 6es naronoruit. Mo gaHHOMy MHPpek-
LMOHHOMY 3060MEBAHMIO NleYeHne MaTb He nonyyand. B ta6-
mue 3 npuBeaeHsl rocnUTanuaaumn pebeHka B AUHAMMKE O
MOCTYMAEHNUS B MHOTOMPOdUIbHYIO 6onbHMULY.

Mocnepytowas rocnuTanMaaumus B Bospacte 9 mecsues w
28 pHeit no npuunHe cromkoro ¢ebpunurtera (39,0°C) & Te-
YeHue yeTbipex AHei. [Tpu PU3MKANBHOM OCMOTPE BbISBNEHA
CyBUKTEPUYHOCTb KOXM U CKNEP, MEYEHb U CENE3EeHKA BbICTY-
nanu us-nog, kpas pebeproit aymm Ha 2 cm u 1,5 cm cootser-
CTBEHHO, MANLMAPHAS 3PUTEMA, PACLUMPEHME BEH MepenHeit
BPIOLLHOM CTEHKM, MOYA LBETA 3ABAPKM, CTyn GbiN OKPALLEH.
Onuna tena 76 cm, macca 8,6 kr. Mo aaHHbIM 1a6opaTopHbIx
uccnenoeanuit eeiseneH umtonua (AJIT 4337 Ep/n, ACT
2684 En/n, nakratperngporenasa 1952 En/n, runepbunu-
py6uHemms ¢ HapactaHuem (obwwit Gunmnpy6bun ot 136,8 po
396,0 mkmons/n), neitkoumtos (ot 11,7 go 19,4 ua 10%/n
HENTPODUIBHOTO XAPAKTEPQ, BbIPAXEHHAS BOCMQIMTENbHAS OK-
meHoCTb (C-peakTueHbiit 6enok npu nocrynnenuun 102,6 mr/n),
TAXENAS AHEMMS — reMOrobuH cHuxeH ao 57 r/n. Mo aax-
Heim Y3M opraHos 6pioluHoi NonocTu, renatocnneHomeranms
¢ P PY3HBIMU U3MEHEHMSIMMU B MAPEHXUME MEYEHU, OTEK Na-
PANy3bIPHOM KNETYATKM, YTONLUEHWUE CTEHOK XENYHOTO My3bl-
P, NPU3HAKM NOPTANLHOIM rMnepTeHsun. B sospacte 10 mecs-
ues 1 4 greit metogom MNLP obrHapyxerna JHK LUMB 8 cnione
5,00 x 105 konuit/mn, B kposu — 3,50 x 105 konuit/mn. Ha
boHe neueHus B TeueHUe ABYX OHEN: NymbC-TEPAnis AeKCame-
tasoHom 0,5 mr/kr no 4 mr, passeaentoro 8 100 mn duamono-
rMyeckoro pacteopa B/B kanensHo |1 pas B cyTku, dbonresoit
(o 1 mr 2 pasa s cyTku), ypcogesokeuxonmeson (250 mr) kuc-
not, npegHusonoH (per os, no cxeme: 6:00 no 2 Tabnetku
(10 mr), 10:00 1 14:00 no 1 tabnetke (5 mr), 330Menpaszon
no 10 mr per os 1 pas B cyTku, COXpaHsanack NnoTpebHOCTb B re-
moTpaHcdysuax. BeissneHHbie nameHenuns (anemmns 57,0 r/n,
CHUMXEHME OCMOTMYECKOM PE3UCTEHTHOCTU SPUTPOLMTOB,
TUNEPPETUKYNOLMTOS, YMEPEHHAS MOIMXPOMATOGUIMUS 1 AHM-

3ounTO3) TpeboBANKM NPOAOAXATL MOMCKM MPUYMHBI FEMOTUTH-
YeckMx KpW30B. bbina [OKYMEHTMpOBAHG MyTaums B reHe
SPTB. Takum 06pa3som Bbin BbICTABAEH AUATHO3: HACNEACTBEH-
Has remonutnyeckas aHemus (HC), npuobpeteHHas ayTonm-
MYHHQs reMonuTHYeckas (TpaHcdy3noHas M3oMMMyHM3aLMs),
LIMTOMEranoBMpycHas 6one3Hb HEYTOUHEHHAS.

B Bospacrte 12 mecsines oTMeUeHbl MPU3HAKM XKENTYLIHOTO
CMHAPOMA M renaToCMNEHOMEranus C HAPACTAHUEM Pa3Me-
poe (neyeHb BbIcTynana us-nog pebepHoi fyrv Ha 4 cMm, cene-
3eHKA Ha 2 cM).

JMHOMMKO OMArHOCTMYECKM 3HAYMMBIX NABOPATOPHBIX MO-
Ka3aTene NpeacTaBleHa 3d ABe rocnUTanuaauym B Tabnuue 4.

HyXHO OTMETUTb, YTO NPM BCEX FrOCMUTANUIALMAX BbISBIS-
nace AHK LIMB B kpoBu 1 cnioHe, HOpACTaHWe AHTULMTOME-
ranosupycHeix antuten: B 10 Mecsaues antutena k LIMB IgM
1,8 En/mn, IgG 180 En/mn, npu nocnegHem obpaiieHum B
sospacte 1 roga — IgM 2,31 Eg/mn, I1gG > 250,0 En/mn.
Otmeuanocs nossiweHne TpaHcamuHas (AT go 942 En/n,
ACT go 913 Ea/n), v runepbunnpybunemms (obwmit Gunmpy-
6uH fo 228, 1 MkMonb/ N, NPEUMYLLECTBEHHO 30 CYET NPSAMOI
dpakumn — 155,5 mrmons/n). Mpu Bbinucke BUpycHas Ha-
rpyaka ymenbwunace (antutena k LLIMB IgM 1,5 Ea/mn, IgG
200 Egn/mn, metogom MUP obnapyxena OHK LIMB & cnione
3,05 x 105 konuit/mn, B kposu — 2,15 x 105 konwit/mn), ne-
YeHb BLICTYNANA M3-Nog Kpas pebepHoi ayrn Ha 3 cM, cene-
3eHKa — Ha 2 cM. B Bospacrte 1 ropga Macca Tena peberka
9200 r, anmua tena — 80 cm.

O6¢cyxpeHue

BLUMBM y HOBOpPOXAEHHBIX MOXET UMETb SPKYIO
MAHUPECTALMIO yXe C NEPBBIX MUHYT XM3HM, TpeBOBATL Cepb-
€3HbIX PEAHUMALMOHHBIX MEPOMPUATUI C POXAEHMS, NPOTe-
KQTb B BMAE MOMOPraHHOM HEJOCTATOYHOCTH, MK XE UMETb
cybKIMHUYECKOE TEYeHWE C KATAOMHECTMYECKMM Habnoge-
Huem B ambBynaTopHsix ycnosusix [2, 3, 9]. Y peberka ns nep-
BOro KnuHuuyeckoro Habmogerus npuanaku TORCH-uudpek-
LMK BBISBISUTUCD €LUe A0 POXAEHMS U OBYCNOBUAM KpaAMHe Ts-
Xernoe COCTOsiHME B HEOHATANBHOM MEePUOAE: PAHHAS QHEMMS
NAOAA NPUBENA K HEMMMYHHOM BOASHKE MIOAA M HEOJHOKPAT-
Ho Tpebosanock npoeeaenune BINK. Panee Hauano sabonesa-
HWS y nepBoro pebeHka TpebOBANO WHMPOKOTO AMArHOCTUYE-
ckoro nowcka. EMy nposefeH paclmpeHHbit HEOHATAMNbHbIM
ckpuhunhr [9]. XapaktepHble M3meHeHWs B BUMOXMMMYECKOM
aHanM3e KpoBM y nepeoro pebeHka Habmopanuch ¢ poxae-
HUSA: NOBbILIEHME YPOBHS TPOHCAMMHAS, rMnepbunmpybuHe-
MM, runeppeppuUTUHEMMs NOTPEBOBANM PACIUIMPUTL AMAr-
HOCTMYECKMI NOUCK B CTOPOHY HACNEACTBEHHbIX 30601eBAHMI
0bMeHa, HACNEeACTBEHHOTO rEMOCMAEpPO3d, KOTopbie 6Gbinu
nckniouensl [10]. Cocrosue xe BToporo peberka, y matepu
KoToporo oTaroweH aHamHes no LUIMBM, nocne poxaerus ns-
HauanbHO 6bINO pACLEHEeHO Kak cybknuHuyeckas dopma
LUMBW u3-3a oTcyTCTBMSA OTKNOHEHMI B KNMHUYECKMX, BUOXM-
MMYECKMX M MHCTPYMEHTambHbEIX mokasatensx. B 6 mecsues
XW3HKM y peberka manudectnposan renatit LUMB-stnonoriu
BBMAY Hannuus y peberka AT knacca IgM u IgG k LUIMB. Kak
M B MepBOM CNydYde, MHOTOKPATHO noTpeboBanock npoeege-
Hue remoTpaHcdysmuit. Y obonx AeTei oTMeYanack BbIPAXeH-
HAS GHEMMSI CO CHUXEHMEM OCMOTMYECKOM PE3UCTEHTHOCTM
SPUTPOLMTOB, YTO SIBASIETC XAPOKTEPHBIM ANt FEMONUTHYE-
CKMX QHEMMI U3 TPYMIbl MEMOPAHOMATHA.

AHemus aBnsetcs ogHMM M3 cumntomos BLIMBU, Ho pea-
ko coobuwaetcs o ee Tsxenom xapaktepe [7]. OanHbii dakt
06YyCroBMI AUATHOCTUMECKMIM NOMCK HOCNEACTBEHHBIX FEMOIU-
TMYECKMX QHEMMI. B pesynbTate MonekynapHo-reHeT4eckoro
uccnefoBaHus y nepeoro peberka bbina obHapyxeHa MyTa-
uns B reHe SPTA2, a y stoporo — B rese SPTB. Mytauuu B
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Tabnuua 2. Jleyenne, nposeaeHHoe nauneHty M. B ctaunoHape
Table 2. Treatment provided to patient M. in the hospital

Hanpasnenve tepanmm
[bixatensHas noaaepxka

AHTHaHeMHYecKas Tepanust

MudysnonHas Tepanus u
NAPEHTEPANLHOE MUTAHME

AHTUreMopparuyeckas Tepanms

AHTMBaKTEPHAnbHAS,
npoTMBOrpubKOBas TEpanms
(neyeHne BpoXAEHHON NHEBMOHMMK)

KapanoTornyeckas nogaepxka

Tepanus BLUMBM™*

Xonepetnyeckas Tepanms

DHTepanbHOE NUTaHKE

Mcnonbsyembie npenapatsl/meToas!

BY MBJ1* 12.09—05.10, TMBJ1* 06.10—08.11, HennsasusHas seHtmnsums nerkmux 09.11—
14.11.15.11, 8 Bospacrte 1 mecsua 24 cyTok XM3HM PECNIMPATOPHAS NOAAEPKKA MPEKPALLEHA

SpuTtpouunTtapHas B3seck (22 gosbl), dputponostmH, Ponnesas kucnota
[ekctpo3a, conesble PACTBOPbI AMUHOKMCOTbI, KMPOBLIE MYIbCHM, MOMBUTAMMHbI

TpaHekcamosas kucnota, dtamaunar, Bukacon, KonueHtpar tpombountos, Pomunnoctum

MeponeHem, Jlunesonua, Munepaumnnnun/Tasobaktam, MonumukcnH B, Amukaums,
Lledrasuanm/asubakram, Bankomuumn, @nykornason, Amdorepuumn b, Huctatun

Hobytamu; Jonamuu; Hopagperanuu

MMMyHOF06YNNH YeN0BEKA QHTULMTOMEraNoBMPYCHBIM, raHLmknosup (12 mr/kr/cyT Ha
NPOTSXEHWU 2 cyTok), BanraHumknosup (32 mr/kr/cyT, npoaonxeH nocne Bbinnckum)

prOﬂGBOKCMXOﬂeBGH KUCnota

Hauaro ¢ 29 cyTok Xu3HH, MCcKyCCTBEHHAS NeuebHAsi CMECh C MOBBILLEHHbIM KANOPAXeM

* — BY MBJ1 — BbicOKOYQCTOTHAS MCKyCCTBEHHAs BeHTMnaLms nerkux; TMBJ1 — TpaanumonHas nckyccteeHHas BeHTnaums nerkmx; BLULMBM —
BPOXAEHHAS LUTOMEranoBnpycHas MHPpeKkLms

Tabauua 3. Mpeabiaywwme rocnMtanusamm naupenta X.
Table 3. Previous hospitalizations of the patient H

I'Ipose.ueHHoe NevyeHne, pesynbTtaTt rocnmMTann3aunmn

Bospacr MpnunHa rocnutanmaaumm
BHe6onbHUYHAA MTHEBMOHMS, TAXENAS AHEMMS!
3 mec.
(remorno6un 63 r/n)
6 mec XKentyxa, pebpunurtet, psota, anapes,
' aHeMus
7 mec AHemus Taxeno ctenenu (remornobun 48 r/
: n1), CHUXEHWe anNneTMTa, PBOTA, XMAKMMA CTyn
CoxpaHsoLWasCcsi GHEMMS! TSXKENOM CTENEHM
8 mec.
(remorno6un 53 r/n)
Ha npoeoaumort tepanuu cybpebpunmurer
(camocTosTensHo Kynuposanu
QHTUNUPETUKAMM), TPEXKPATHAS PBOTA
9 mec. P ), Tpexxp peota,

yXyALEeHWe oBLLErO COCTOsHMS, BNeaHOCTb,
BANOCTb. AHEMMS TSKENOM CTENEHM

AHTM6GKTepMGJ1bHG§|, XKApOMNOoHMXaAloLWas Tepanmsa U NnpenapaThl Xenesa

— 6e3 adpdekTa

JarHos npu BeiNMCcKe: BPOXAEHHbIN BUPYCHbI renatut LIMB stonormu.
Buissnensl nonoxurensHsie AT knacca IgM u IgG k LIMB.

Buisnersl AT knacca IgM n IgG k LIMB, npoeoaunacs remotpaHcdyaus.
Buinucan no tpebosanuio poguteneit

Mynbctepanus aekcametasoHom, BBUT™*, nepopanbras tepanus
npenHn3onoHoMm. MNonoxutenbHas AMHAMMKA, KYMMPOBAHME XeENTyXH,
COKPALLEHME PA3MEPOB MEYEHM M CENE3EHKM, CHUKEHMS LUTONMTUYECKOM
QKTUBHOCTM M PETUKYNOLMTO3A. BeinMcaH ¢ AMArHo30M ayToMMMyHHaS
rEMOJUTUYECKAS OHEMMSI, HEMPEPbIBHOPELMANBMPYIOLLEE TEHEHUE

[emoTpaHcdy3usi SpUTPOLUTAPHOI B3BECHIO HA |- U 2-1 AEHb
FOCAUTANM3ALMH, NyAbCTEPANMS AeKCaMeTa3oHom, BB,
Kynupoeatue remonutueckoro kpuaa. Beincan Ha 6-i1 feHb
roCMUTANM3aLMM Mo TpeboBAHUIO poauTeneit

(remorno6un 46 r/n)

*BBUI — BHYTPMBEHHBIN MMMYHOFNOBYUH YEN0BEYECKMIA

3T1x reHax npusopat k HC, 4to u obbacHseT Taxenyto
avemmio y getein [11, 12]. Ten SPTA2 otseuaet 3a cuHTes
o-acnektpuHa, a SPTB 3a cuHTes PB-cnekTpuHa, cBA3yOLWmMX
6enkos uutockeneta sputpoumtos [13, 14, 15]. Anemus
npu HC umeeT runeppereHepaTopHbiit XapakTep, KAk M
NPOCNEXMBANOCh Y peBEHKA M3 BTOPOro HabMoAeH!s, Tor-
A0 KAK KONMYECTBO PETUKYOLMUTOB Y nepBoro pebeHka 6Gbi-
no cHnxero [16]. Mpeanonaraem, 4to faHHbI GakT cBA3AH
C PA3BMTUEM OCTPOro MOBPEXAEHMS MOYEK B pesynbTate

achuKCUM B POAAX, O TAKXE BCIEACTBUE BHYTPUYTPOBHOM
MHPEKLMM, YTO NPUBENO K HEAOCTATOYHOM BbIpaboTKe SpUT-
ponoatuHa [17]. Y sToporo pebeHka npocnexusanack 3a-
BUCMMOCTb TE€MOJIMTUHECKMX KPU3OB, YKNOHEHUs depMeH-
TOB UMTONM3A M TUNEepPOUNUPYBUHEMMS BBUOY TEYEHUs He
TONbKO HACNEACTBEHHOM remonuTiyeckmit anemmnn HC, Ho u
BLIMBM.

B neueHun c ucnonb3oBaHMeM STUOTPOMHOM TEPAMMM HYX-
AQncs TOMbKO MepBbid pebeHoK ¢ MaHMdecTHOM $opMoit
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Tabnuua 4. JlabopatopHbie NOKa3aTenu KNMHUYECKOTO U BUOXUMMYECKOrO AHANM3A KPOBM B AUHAMMKE
Table 4. Laboratory parameters of general blood analysis and blood chemistry test over time

KnuHnyeckmit ananus kposu

e 298Mec.» 9 mec. 9 mec. 10 mec. 10 mec. 10 mec. 1 ron, 5 1 roa,
nHen 29 nHen 30 pHen 1 neHb 2 nHs 10 gHew 11 gHew

Sputpouutsl, 1012/n 2,22 2,05 1,69 1,65 3,10 3,04 2,90 2,67

FematokpuT, % 26,0 23,6 20,0 17,1 30,0 30,0 30,7 27,8

TemornobuH, r/n 89,6 79,0 69,0 57,0 105,0 105,0 103,9 92

Tpom6ouuts, 10°/n 400,9 502,6 554,0 585,0 518,0 476,0 244,9 302,0

TNevikouuter 10%/n 11,7 11,6 13,6 19,4 26,8 30,3 9,01 9,72

Petukynoumrsl, % 5,00 5,30 5,56 5,80 6,00 6,35 5,40 5,75

Broxnmmnueckni aHanms kposu

Mlzeeeer/ e 28 me By Lt 10 1

O6wwmit 6enok, r/n 48,9 65,2 51,8 51,0 55,2

AnbbymuH, r/n 29 31 32 29 35

ANT*, En/n 4337 2980 3960 942 87

ACT*, En/n 2684 1740 3103 913 59

MovuesuHa, mmornb/n 2,7 8,2 6,9 0,9 6,2

KpeatnHun, mkmons/n 36,1 33,5 24,9 28,8 23,72

Bunupy6uH obLwumi, Mkmons/n 136,8 167,5 312,2 156,5 228,1

Bunnpy6uH npsamoit, Mkmons/n 103,2 110,8 202,2 114,8 155,5

CPB*, mr/n 102,6 57,6 62,0 28,9 39,7

DeppuTH, Hr/mn 5585,0 = = = 2874,5

* AT — AnannnamunoTparcdepasa, ACT — AcnapratamuHotpancdepasa, CPB — C-peaktusHbii 6enok

BLIMBM [2, 3, 18]. Bropomy pebetky 6bina HasHaueHa Tonb-
KO MATOreHEeTUYEeCKas TEPANMSI, Te4EHUE HOCUIO, B OCHOBHOM,
cMMnTomMaTHueckui xapaktep [2].

Mcxon BLUMBM 3aBucut ot crenenn nopaxenus opra-
HOB M cUCTeM HoBopoxxaeHHoro. bonee yem y 40% geteit ¢ ma-
HudectHon BUMBW  passueatotcs ocnoxHewus, 3opepxka
NCMXOMOTOPHOMO M YMCTBEHHOTO passutis [5]. B nepsom Ha-
BIoAEHNN yXe C POXAeHUs HaBNIOAANACH TAXENas MaHUpecT-
Has dopma BLIMBM, uto conpsixeHo ¢ otaaneHHsIMM nocnea-
CTBUSIMM M HEBNArONPUSITHBIM NPOrHO30M. [0 AAHHBIM KOHCYTb-
Taumm Hespornora, pesynstatam HCI, y peberka nmeet mecto
nepuHatansHoe nopaxenne LUHC. Y sroporo pebenka npocne-
xmeanack cybknmHuuyeckas ¢opma BUMBU, opHako co-
CTOSIHME YCYryBnsinoch He TONbKO TeHeHUEM UHPEKLMHM, HO M
BbIHY>XAEHHBIMW YOCTbIMM TEMOTPAHCPY3UsiMU. PesynbTaTom
MX SIBUNACH AYTOMMMYHHQS TEMONMTMYECKAs OHEeMMs, OC-
noxHsilowas TeveHune sabonesanus. Oba Manbymka, NoMu-
Mo BLUMBMU, wumelor HacneactseHHbit aedekT CTpoeHwus
SPUTPOLMTOB, YTO 3HAUYMTENBHO YXYALAET KAYECTBO XM3HM,
a B AanbHelilem, BEpOsTHO, NoTpebyeT nposefeHus crise-
HakTommm [19].

3aknioyeHue

Lutomeranosmpyc 4acto nmeet TPOMHOCTb K KneT-
KOM KOCTHOrO MO3IQ 1 MOXET BbiTb MPUUMHOM BHYTPUCOCYAMC-
Toro remonunsa. OgHako, Aaxe nNpu MaHUPECTHbIX GOPMAX C Ts-
XembIM TEYEHUEM He BCerfa pa3BMBAETCS aHeMus, TpebyioLas
npoBeaeHus HeoaHOKPAaTHbIX remotpaHcdyaui [6]. Mpuunna
AaHEMUU B I'Ipep,CTOBJ'IeHHbIX CﬂyqGﬂX 6blﬂ0 CBS30HA He TOJIbKO C
FeHETUYECKUM AEPEKTOM CTPOEHUS CTEHKM SPUTPOLIMTOB, B
pamkax HC, Ho u ¢ Teyennem BLIMBW. Momumo storo, y sro-
poro pebeHKa BCIEACTBME HACTBIX TPAHCPY3MM pPA3BMNACH
AYTOMMMYHHOS FEMOTUTMYECKAs aHeMus. Takum oBbpasom, oa-
HOBPEMEHHOE MOBbLILEHME TPAHCAMMHAS3, rUNEPBUNUPYBHHe-
MMSI, HOMMYME TUMNEPPETMKYNIOLMTO3d, CMEeLLEHUE KPMBOM
Mparic-xoHca BneBo, KPATKOCPOUHbIM 3PeKT oT TpaHCPy3u-
OHHOM TEpPanuM, YACTHIE FEMONUTUYECKME KPU3bl LOMKHbI HA-
NPOBNST KIMHULMCTOB K PACLUMPEHUIO AUATHOCTUYECKOTO NO-
MCKQA B CTOPOHY HOCNEACTBEHHbIX FEMOMUTUYECKMX OHEMMH, KO-
TOpble, B CBOKO O4yepedb, OCnoxXHstoT Tedenne BLUMBU, a B
HEKOTOPBLIX CYHasAX OMNPEnensioT TAXECTb COCTOsHMS pebeHka.
Jlanapockonuueckas nepessiska COCynOB ceneseHku mnochne
5 neT Xu3HWM NO3BONUT U3BEXATb OCIOXHEHMHA CMIIEHIKTOMMM,
koTopas yacto nposoautcs npu HC [20].
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