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Pesrome. [lprnobpeTeHHAS MANONIATHYECKAS allJlacTHYecKast aHeMU I — 3TO KpaliHe pelKoe TsKeIoe 3a001eBaHe KPOBU, TP KOTOPOM
ITPOMCXOMAUT OCTAHOBKA PO epainy ¥ TUOEIb CTBOJIOBBIX KJIETOK KPOBU B KOCTHOM MO3T'€, UTO MOP(OJIOrMYeCKH BbIpaxkaeTcs
B 3aMeIleHU Y (PYHKIIMOHAJIBHBIX KJIETOK KOCTHOT'O MO3Ta XXMPOBBIMU KJIETKAMU, a TAKKe a0COJIOTHO MaHIMTONIeHHei. 3abo1eBaHe
SIBJISIETCSI UMMYHOOIIOCPEIOBAHHBIM, T10 TJIABHOU TEOpUU pa3BUTHUE 3a00JIeBaHN S IIPOVCXOIUT B Pe3yIbTaTe HapyIeHUsT pabOThl
MMMYHHOI CHCTEMBI, YTO B CBOIO OUYEPEb TPUBOIUT K ayTOPa3pyIIEHUIO TeMOTTOITUIECKUX KJIETOK M COOTBETCTBY IOIIIMM U3MEHEHUSIM
B aHaJIM3aX KPOBU U TOSIBJICHU IO XapaKTePHBIX CUMITTOMOB. [1posiBiIsieTcs TaHHOE 3a00JIeBaHUST B OCHOBHOM TPeMsi CHHIPOMaMU —
AHEeMUYECKUM, TeMOPParn4ecKuM, TOKCUKO-UHOEKITMOHHBIM, KOTOPBIE U ONPEACSIIOT KIMHUKY U TSKECTh TeUeHMST 3a00JIeBaHMSI.
HecmoTps Ha To, uTO naHHOE 3a60s1eBaHMe u3ydaeTcs yxe 6osiee 100 jieT, 3HaHUST O HEM BCeraa OCTaBaJuCh CKYIHBIMU, UTO HE
MO3BOJISLIO 3(P(PEeKTUBHO BECTU OOJBHBIX TaHHOM IpyINbl. B cTaThe onycaH KIMHUYECKUH cllydail IpuoOpeTeHHOM UANOIaTuueCcKOM
anjacTU4YecKoil aHEMUM y IEBOYKHU CEMU JIET, C MPEACTaBIEHHBIMU COBPEMEHHBIMU METOAAMHU TUATHOCTUKHU U JICUSHU ST TaHHOTO
cuHapoMa. OnMcaHHBIN HAMU clly4yail B ouepelHOM pa3 MOoATBEPXKAAET, YTO STUOJOTUS 1 MMAaTOreHe3 CUHAPOMa Ha COBPEMEHHOM
3Tane U3yuyeHbl HEMOCTATOYHO, BCJIEACTBUE YETO AMaTHOCTUKA M JIEYEHHUE TaHHOM MaTOJIOT MK 3aTPyIHEHBI, a pa3paboTaHHBIX METOJIOB
TepaIruy HeIOCTAaTOYHO A5 9(P(HEeKTUBHOIO JJeueHU s OOJBITMHCTBA MAIIMEHTOB. TaKMM 00pa3oM, MTPOrHO3 IJIST JTaHHBIX OOJBHBIX
0CTaeTCsI OTHOCUTENILHO HEOIArONPUSATHBIM, TaK KaK IMOA00p TOHOPa KOCTHOT'O MO3Ta IOCTAaTOYHO CJIOXKEH M3-3a TOT'0, YTO PETUCTP
He 00J1alaeT JOCTATOYHBIM KOJMYECTBOM JOHOPOB, MMeeTCs IMpobJieMa Ioadopa TOHOpa Mo TKaHEeBOIl COBMECTUMOCTH, a caMa OTie-
panus 1o TpaHCIJIaHTAIlMY COTIPsIKeHa ¢ 6OJIBIIUM KOJIMUECTBOM ITOCTOIEPAllMOHHBIX OCIOKHEHU I ITPY HETTPpaBUJILHOM TTOIXO/IE.
KoncepBaTuBHas Teparus, B CBOIO OUepeb, JaJieKO He Bceria OKa3bIiBaeT OCTATOUHBIN TeparneBTuYecKuil 9 deKT, HeOOXOTUMbI i
IUTSL yJTYIIIEHUST COCTOSIHU S TIAalTUeHTA.

Knioueesvie crosa: iequatpust, 3a060JeBaHU ST KPOBH, arjlacTUYECKast aHeMMU ST, IeTU, KITMHUYECKUIA CITyJaid.
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Pediatry

Abstract. Acquired idiopathic aplastic anemia is an extremely rare severe blood disease in which proliferation stops and blood stem cells
die in the bone marrow, which is morphologically expressed in the replacement of functional BM cells with fat cells, as well as absolute
pancytopenia. The disease is immune-mediated, according to the main theory, the development of the disease occurs as a result of a mal-
function of the immune system, which in turn leads to autodestruction of hematopoietic stem cells, and leads to corresponding changes in
blood tests and the appearance of characteristic symptoms. This disease is manifested mainly by three syndromes — anemic, hemorrhagic,
toxic-infectious, which in turn determine the clinic and the severity of the disease. Despite the fact that this disease has been studied
for more than 100 years, knowledge about it has always remained scarce, which did not allow effective management of patients in this
group. This article describes a clinical case of acquired idiopathic aplastic anemia in a 7-year-old girl, with presented modern methods for
diagnosing and treating this syndrome. The case described by us once again indicates that the etiology and pathogenesis of the syndrome
at the present stage have not been studied enough, as a result of which the diagnosis and treatment of this pathology is difficult, and the
developed methods of therapy at the current time are not enough to effectively treat most patients. Thus, the prognosis for these patients
remains relatively unfavorable, since the selection of a bone marrow donor is quite complicated, as a result of the fact that the registry
does not have a sufficient number of donors, there is a problem of selecting a donor according to tissue compatibility, and the transplant
operation itself is associated with a large number of postoperative complications with the wrong approach. Conservative therapy, in turn,

does not always have a sufficient therapeutic effect, necessary to improve the patient's condition.
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puoOpeTeHHas anjacTuyeckas aHeMust (AA) — KpaiiHe

PEeAKUI CUHIPOM, KOTOPBIM XapaKTepU3yeTCs HEA0-

CTaTOYHOCTHIO KOCTHOTro Mo3ra (KM) u nposiasieTcs

MaHIUMTONEHNUEN B TepudepruueckKoil KpOBU U 3aMe-
Hoit B KM HOpMaJIbHBIX KPOBETBOPHBIX KJIETOK XKUPOBBIMMU.
Ilo pesynpratam uccienoBanus Elena Solomou, pakTopamu,
BJAUSIIOIIMMU Ha pa3BuTue AA, MOTYT OBITh JIEKAPCTBEHHBIE
npenapathl (B yactHocTH, HIIBC 1 xXuMuoTepaneBTUu4YeCcCKMe
cpelncTBa), panuallMoOHHOe U3JIydYeHe, BUPYCHBIe 3a00e-
BaHUS M IPYyTUe NPUUUHBI. YTO KacaeTcss MAUOMmaTuIeckKoi
AA, oHa SIBJISIETCS ayTOUMMYHHBIM 3a00JIeBaHUEM, TTPUYMHBI
M MeXaHU3Mbl Pa3BUTHUSI KOTOPOTO Ha JaHHBI MOMEHT HEeI0-
CTaTOYHO U3yUeHHI [1].

B npaktuuyeckom pykosonactse A. I'. Pymsanuesa u E. B. Ca-
MOYaTOBOI MpUBeleHa CTATUCTUKA, COTJIaCHO KOTOpOM
0K0JI0 1% BCex perucTpupyeMbiX ciydaeB AA CBsI3aHBI
¢ KAKUMU-T100 TOKa3aHHBIMU MTPUYMHAMU, TAKUM 00pa3oMm,
3TUOJIOTUIO Pa3BUTH I OONBIIMHCTBA alljIa3uil He yaaeTcs uIeH-
TUPUIIUPOBATH, T. €. alJIa3Us B JAHHOM CJIy4yae IBISICTCS UIN0-
naTu4deckoit [2].

OO0bIYHO AA pa3BUBaeTCS B MOJIOJOM BO3pACTe, MEPBbIii MUK
3200J1€BaeMOCTU NpuxoauTcs Ha 15-25 neT, a BTopoit (MeHb-
muit) Hactymnaer rmocJje 60 jeT, ¢ YaCTOTON BCTPEYaeMOCTH
2 crydyast Ha MAJUIMOH YeJIOBEeK B 3allalHBIX CTpaHax u 4-6 cliy-
yaeB B cTpaHax A3uu (1o 1aHHbIM A. M. Mansour, J. W. Lee,
S. A. Yahng) [3].

B k1MHMYeCcKMX peKOMeHAalMIX 10 TMarHOCTUKE U Jieye-
Huto AA non penakuueit E. A. MuxaitsoBoit ykaszaHo, 4TO
pacrpoCcTpaHEHHOCTh TaHHOI'O 3a00JeBaHMSI pa3jinyaeTCs
B 3aBUCMMOCTH OT KOHKPETHOI CTpaHbl K Kosiebuercs ot 0,6
1o 3 u 6oJsiee Ha 1 MJTH HaceJIeHUs B rof [4].

N3ydyeHne aHEeMU UM KaK CUHApPOMA MPOBOAUJIOCH eIlle
B XVI Beke, Koraa pa3indHbIe yYEHBIC OTMEYaIH OTpeIeIeH-
HYI0 COBOKYITHOCTb CUMITTOMOB, TAKMX KaK OJIEIHOCTb KOXKHBIX
IMOKPOBOB, YUallleHHOE cepaileOneHune, onblKa, OTBpalleHue
K MSICHO# THIIe, M Ha3bIBaJIU TaHHOE 3a00JIeBaHUE «XJIOPO3».
BriepBble ©MeHHO TpexyinHeliHas AA Obljia onucaHa B 1888 1.
ITaynem Dpauxom y 6epeMeHHOM KeHIIUHBI, KoTopas B 21 roa
noru6sa oT MOJIHUEHOCHOU 00JiIe3HU. Y MallMeHTKU Hab10-
NaduCh TSXKeaasi aHeMU s, KpOBOTEUECHM S M TUXOopaaKa, a mpu
ayTONCHUU OBIJIO BBISIBJIEHO PE3KOE CHUXKEHUE KJIETOUYHOCTH
KOCTHOro Mo3ra [5].
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ITo nanHbIM uccaenoBanust M. L. Schoettler, D. G. Nathan
0 TaToreHese MaMONaTMYeckoit AA, naHHas 00J1acTh HeJOCTa-
TOYHO U3y4yeHa, HO OCHOBHAsI TeOpU s pa3BUTHU S JTaHHOTO BUIa
aHEeMUU 3aKJII0YaeTCs B HAPYIIEHU W PEryasiliu UMMYHHOM
CHCTEMBI, KOTOpas MPUBOAUT K ayTopa3pylieHnIo T-Ki1eTKkaMu
TeMOMNO3TUYECKUX CTBOJOBBIX M IPOTEHUTOPHBIX KJIETOK
y TeHEeTUYEeCKU BOCIPUUMUUBOTO X039 Ha. B momoiHeHne
K UMMYHHOMY KOMITOHEHTY CUMTAECTCS, YTO BPOXKICHHBIC
nedEeKThl TeMOTTIO3TUYECKHUX CTBOJOBBIX KJIETOK U NUCHYHK-
st MUKpoOKpyx)eHUst KM crnocoOCTBYIOT pa3BUTHUIO 3200~
neBaHud [6]. [To kmaccudukaunm, NpuBeIeHHOW B CTaThe
N. Alzahrani, AA neJuTCcs Ha HETSIXKEY10, TAXEJYI0 U OUeHb
TsKenyto. JlaHHas KjaaccuduKkalms OCHOBaHA Ha CTEMEH U
LIUTONEHUHU Nepudeprudeckoit KpoBU, aOCOJIOTHOM KOJINYECTBE
PETUKYJOLMTOB U CTeMeHU KJaeTouHocTu KM, olieHuBaemoit
C MOMOIIbIO TpernaHoouoncuu [7].

Ha nanHbI#t MOMEHT pa3paboTaHO HECKOJIbKO METOI0B
neyeHust AA. B cBoeit ctatbe Hu C. SIHT monpasmensieT Bce
CIIOCOOBI JICYCHU ST Ha JIBE TPYIIITHI — TPaHCIIJIaHTAIIMOHHBIC
1 HeTpaHCIIJIaHTallMOHHBIe. TakXe Ha BCeM MPOTSIXKEHUU
JICYCHU S M TUAaTHOCTUKHU HEOOXOAMMO TIPOBOIUTH aKTUBHY IO
MOAAepXMBAIONIYIO Tepanuio. B kauecTBe Takoro jeueHu st
HCTIOJB3YIOT TpaHCchy3UM 00JyYeHHBIMY TIpernapaTaMu KpOBU
1 aHTUMMKPOOHYIO Teparnio, TaK KaK BBICOK PUCK TIPUCOCI M-
HeHust uHGEeKIUU Ha poHe UMMYyHoaeduuTa [8].

JI1st TpaHCTIJIAaHTALIMOHHOM Tepanuu BeAyluM (haKTopoM
SABJISETCS BO3PACT, ONPEAEIAIOL NI BBIXKMBAEMOCTb IIPU TPaHC-
MJaHTallMy OT POACTBEHHOro JoHOpa. B crathe B. 'yniTa npu-
BOISITCS TaHHBIE PETPOCIEKTUBHOTO aHaJIM3a, MPOBEICHHOTO
LeHTpoM MeXIyHapOIHBIX UCCIEAOBAHM M TpaHCIIAaHTALIMK
kpoBu u KM, 6omee 1300 manmeHTOB, Moay4daBmux MSD-
BMT, KoTOp®BIii MOKa3aJ CKOPPEKTUPOBAHHYIO MSTUICTHIOO
BBIXKMBaeMoOCTb 53% y nmanimeHToB crapiie 40 JeT 1o cpaBHe-
Huto ¢ 82% y nauueHToB muazniie 20 jet [9]. TakuMm o6Gpasom,
TpaHcmaaHTanusa KM B menuatpuu siBJasieTCS TPUOPUTETHBIM
CocoOOM JIEYEHU S

B xauecTBe HeTpaHCIIJIAHTAIIMOHHOM Tepamuy Ha COBPEMEH-
HOM 3Tafne MPUMEHSIeTCs HECKOJIbKO BUI0B JeueHUsi. CKOTT
Ilecnak B cBOEI paboTe MO IMATHOCTUKE U JICUEHU IO AA oI~
ChIBaeT Ba BEAYLIMX METOJa NepBOil TMHUU Tepanuu. [1epBoiit
OCHOBBIBAETCS HAa UCITOJb30BaHUM KOMOMHAIIMU JIOIIATUHOTO
aHTUTpoMmOouuTapHoro ranodyanHa (ATI) u mukaocmopuHa A.
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BTopoii mepCreKTUBHBIM METOI JEUSHU s Mpearnojaraet
KCIOJIb30BaHKE MEPOPATBHOIO arOHUCTA PEeLeNTOpa TPOMOO-
MoaTHHa 3aTpoMbomnara. JlaHHbI# penapar paHee ObLJI 010~
OpEeH JUIS JIeYeHU I UIMONMAaTUIeCKON TPOMOOIIMTONEHUYECKOA
MypPITYPHI. DITPOMOOIIAT UCTTOTb3YeTCsI B KAaUeCTBE KOMITIEKC-
HOW Teparuu Hapsay ¢ jomaauHbiM ATT u mukIocnopuHoOM.
[Mpu Tako¥ Tepanuy MOJHBIN OTBET HabIomacs B 36% ciryya-
€B, B TO BpeMsl KaK IMpU CTaHAapTHOH UMMYHOCYIIPECCUBHOM
Tepanuu JaHHbIA Moka3artenb coctasisieT 10% [10]. Ha nan-
HbIIi MOMEHT BOIPOC O JICUEHU U UTMOMATUYECKON AA aKTUBHO
M3yyaeTcs, peuaeTcs MHOXECTBO BOITPOCOB, KacaloUIUXCs
3¢ HeKTUBHOCTH UCITOTB3YEMOTO JICYCHU sI, TOKCUYHOCTH TTPU-
MEHSsIEMbIX MIPENapaToB 1, COOTBETCTBEHHO, Pa3pabOTKH HOBBIX
METO/IOB Tepamuu.

OO6paTuMCcs K KJIMHUYECKOMY CJIydar MpUoOpEeTEHHOM
uauonarunyeckoit AA y nesouku Exarepunsnl I. (06.03.2013
rojia poxjaeHus), Koropas noctynuia B Kypckyto obnact-
HYIO IeTCKYI0 KJIMHUYECKYI0 OOJILHUILY, a 3aTeM HaX0oIuJach
Ha JIeYeHU U B OTACICHUM AETCKOM reMaTOJIOTMU M OHKOJIOTU N
¢ 10.02.2021 mo 07.04.2021 .

KAMHHUeCKHM cayuam

W3 anamHe3a U3BECTHO, YTO 3a00JieBaHUe 1eOI0TUPOBAIO
B KoH1Ie aekaops 2020 r., Koraa mosiBUJIMCh CUMIITOMBI PECITH-
patopHoii nHMpekuuu. [1pu mpoBeaeHun repanuu (Apoumon,
Hypoden, ®nemoxcrH) 6b1JI0 JOCTUTHYTO YIYUYIIEHUE COCTOSI-
Hus. C cepenrHbI THBAPS MOSIBUIUCH CUMIITOMBL — CyOdheopu-
JINTET, c1aboCTh, BSIJIOCTH, TOJIOBOKpYyXeHue. Ha remorpamme
ot 21.01.2021 r. 661112 BeisgBieHa anemust (Hb — 70 r/m). beina
MpeIoKeHa TOCITUTATN3aIlnsI, OT KOTOPO MaTh OTKa3aJach.
I[poBoamitack aHTMaHeMUYecKas Tepanuss — ManbTodep
u dosiveBast KUCIOTA.

22.01.2021 r. mosIBUIUCH KaJJ0Obl Ha KOXHBII reMopparuye-
CKMU 1 60JIeBOI aOJOMUHAIBHBIN CUHIPOMBI, BCIAEICTBUE YETO
OblJIa TOoCTaBJieHa OpUTragoil CKOpO MeIUIIMHCKO TTOMOIIU
B CTALIMOHAD MO MECTY XKUTENbCTBA.

Ha remorpamme nipu moctyniaeHuu: geiikonenus (1,4 Teic./
MKJI), TeMOIJIOOUH — 53 1/, TPOMOOLUTOIEHUS (EAMHUYHBIE
TPOMOOIIUTHI).

25.01.2021 r. Ha MUeJIOTpPaMMe BBHISIBJICH TUITOKJIETOYHBI i1
KM (sapepHocts — 14,2-15,6 ThiC./MKII), TUII KPOBETBOpPE-
HUs HOpMobOiactTuueckuit. bnactasie kietku — 0,8/0,2%.
I'panynonutapHbIii U 9pUTPOUAHBIN pocTk KM cyXeHHI,
MerakapuoIMuThl He OOHapyXUBawTCs, oOHapyXeH 1 TpoMb0-
uT. Takke B mpemnapare IPUCYTCTBYIOT KU POBBIE MTyCTOTHI
Y eNUHUYHBIE YYaCTKHU, COCTOSIIIUE U3 PETUKYISIPHBIX, 3pU-
TPOUIHBIX KJIETOK U TuM@ouuToB. OnpeaeseH ypoBeHb 9KC-
npeccuu [THI-accoumumpoBaHHBIX MAPKEPOB Ha 3PUTPOLIUTAX
(tun I1 — 0,03%, cymmapHast BenuunHa kioHna — 0,04%), rpa-
Hyjnouutax (0,84%) v Ha MoHOLMTaX (6,4%).

Jnsg ucknouenust anemuu Pankonu 21.01.2021 r. 6611 Tipo-
BEJIeH TECT C AUAMOKCUOYTAHOM: Pe3yJIbTaT OTPULIATETbHBII.
IMpu mpoBegernun 28.01.2021 T. HUTOTEHETUYECKOT O UCCIIE-
noBaHust FISH-MeTomoM st MCKIIIOUeHU ST XPOHUIECKOTO
MUEJIOJIEIKO3a MOHOCOMUY UJIU NeJIeIIUU 7-i1 XPOMOCOMBI
HE BBISIBJICHO.

BrinosiHeHO onpeneneHue nauHbI Tegomep: uHaekec RTL —
8% (ripu Hopw™me 17,5), kB — 3,5 (Hopma 2,8-11). ITpu HLA-
TUMUPOBAHUU C CUOJIMHIOM MO HU3KOMY pa3pelieH U0 He
UJIEHTUYHA.

IMauueHTKe nMpoBoaMIach aHTUOAKTepuaibHasl, MPOTUBO-
rpubkoBasi, TpaHC(Y3MOHHAS U CUMIITOMAaTUYeCcKasl Tepanus
B CTallMOHape MO MECTY XXUTeabcTBa. [Janee Oblna rocnuTanu-
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3MpoBaHa B OTAEJICHUE NeTCKOM reMaToJIOTUN U OHKOJOTUH
C LEJBIO 1000CIeIOBAHM S U OIIPEIeICHUS aIbHEH e TaKTH-
KU JICYCHU ST C HallpaBUTEJIbHBIM 1uarHo3oM: «[IpmobpeTeHHas
UANOIIaTUYeCcKas alllacTuuecKast aHEMUST».

W3 aHamHe3a XXU3HU: peOEHOK OT BTOPOii 6€peMEHHOCTH,
BTOPBIX CPOYHBIX ponioB. Bec npu poxaenuu — 3200 1, pocT —
51 cM, 3akpuuaia cpasy. [IpopunrakTuyeckue MpuBUBKU —
B COOTBETCTBMU C HAllMOHAJbHBIM KajieHnapeMm. boireer OPBU
1-2 paza Bron, B 2015 . nepeHecsa BeTpsinylo ocny. B 11 mecs-
11eB ObIJIO BHITIOJTHEHO ONEpaTMBHOE BMEILIATEIbCTBO (yAadeHue
reMaHTUOMBI).

OO0BEKTUBHBINE OCMOTDP MPU MEPBUYHOM MOCTYNJICHUU:
COCTOsSIHUE pebeHKa IT0 OCHOBHOMY 3a00JIeBaHUIO TSXKeJIoe
u ctabunpHoe. Co3HaHME SICHOE, CAMOYYBCTBHE HE CTpaia-
eT. OCHOBHBIC XKU3HEHHBIC TTOKA3aTeJIN — B ITpeaeaXx HOPMBI
U COOTBETCTBYIOT Bo3pacTy. [1py ayCKynbTalluu JJIETKUX IbIXa-
HUE Be3UKYJIIpHOE, XMUBOT NPU MabIIalluu MIATKUH, 6e360e3-
HEHHBIN, TTeYeHb U ceie3eHKa He TaJibnupyloTcs. B obnactu
CITUHBI CITpaBa OTMeYaeTCs IMOCTONePpallMOHHBIIN pyOelr mocie
yaajJeHUs FeMaHTUOMBI.

JlokanbHBIN cTaTyC: KOXHbIE MOKPOBBI U BULUMBbIE CITU-
3UCThie OJieAHbIE, C MOCTUHBEKIIMOHHBIMU 3KXUMO3aMU.
HabnrmopaoTcst CIOMCTOCTh HOTTEBBIX MJIACTUH, BSIJOCTD,
¢c1ab0CTh, Mpexoasliee roJJOBOKpYKeHUue U cyodheOpuInTeT.

B o01miem aHanu3e KpoBU — MAHIIUTONIEHU ST ICHKOLIUTH —
1,6 ToiCc./MKJI, HeiTpobuabl — 0,09 ThIC./MKJI, TeMOTJIOOUH —
80 r/11, peTUKYJIOUUTH — 3%o0, TPOMOOLUTHI — 143 ThIC./MKJI.
B neiikouuTapHoii hopmyiie oGHapyxkeH tuMdouuTtos (85%),
CHUXXEHHE IPYTUX (HOpM JIEHKOUUTOB (CETMEHTOS IEPHbBIC
Helrpoduasl — 12%, so3unoduns — 1%, 6aszoduis — 1%,
MOHOLUTHI — 1%).

B 6uoxmMuyeckoMm aHaaM3e KPOBU CHUKEHHME YPOBHSI CHIBO-
poTovHoro xee3a (52,6 MKMOJIb/JT) 1 TIOBBITIIEHHE (DeppuUTHHA
(345,9 MKT/71), OCTaJIbHBIE ITOKA3aTEJIU COOTBETCTBYIOT BO3-
pacTHBIM HOPMaM.

B cucreme remoctasza HaOI04aeTCsl CHUXKEHME TPOTPOMOMHA
(87%), ynnuHeHre aKTUBUPOBAHHOTO 4YaCTUYHOIO TPOMOO-
MJaCTUHOBOI0 BpeMeHU 10 33,4 ceK 1 TPOMOMHOBOTO BpeMe-
HU — 10 25,6 cex. OcTajbHble TOKa3aTelu KOaryJorpaMMbl —
B IIpenejiaXx HOpMaJbHBIX 3HAYCHU: MEXKAYHAPOIHOE HOP-
MaJin30BaHHOE oTHommeHue — 1,1, dubpunoren — 2,3 r/i,
mpoTpoMOUHOBOE BpeMs —12,4 ceK. AHAJIM3bI HA TeNTaTUTHL B
u C, BUY, cudunuc, nuromeranosupyc (LIMB), Bupyc
BOnmreiiHa — bapp (DbB), reprniec 6-ro Tuna, mapBoBUpYC
B19 — orpunatenbHble.

Taxk:ke ObII BBIMOJHEH UMMYHOGMepMeHTHBIM aHanu3 (MDA)
KpoBMU: BUpyc npoctoro reprieca (I1gG — nojoXUTeNbHBIN,
IgM — orpunarenbHbiit), HMB (IgG — noaoXuTeabHbI,
IgM — orpunarenbHbiii), 3bB kancuaublii (IgG — mojoxu-
TeJqbHBIN, [gM — orpunarenvusiii), 9bB anepuniit (1gG —
MOJIOXUTENbHBII), ToKcomaaszma (IgG — moJIoXuTeNbHBIN,
IgM — oTpunaTeabHBIN).

AHann3 MUEJIOTpaMMBI: BCE ITyHKTAThl 0€IHBI MUEJIOKAPHUO-
LIUTaMU, COIePKaT OOJIbIIOE KOJTMISCTBO HEMTPAJIBHOTO XXUPa,
HEMHOTOUMCIIEHHBIE 3JIEMEHThI CTPOMBI. [1pu 0630pHOM TTpOCMO-
Tpe MpernapaToB BCTPEUaTCs TYUHbIE U TIIa3MaTUIeCcKue KJIeT-
ku. HeliTpouIbHBI POCTOK YTHETEH, MOHOIIMTAPHBII CYKeH,
MeraKapHOIUTapHBIM peayIInpOBaH. DPUTPOUITHBIN POCTOK —
B Toukax Ne 1 1 Ne 3 yrHeTeH, B Touke No 2 penyLiMpoBaH.

NmmyHobeHoTunupoBane KM: apuTpouaHbIil pOCTOK —
18,5%, rpanyaouutsl — 65,7%, MOHOUMTHI — 8,9%, TuMbOI1-
Tol — 3,4%, B-KjleTOUHbIE NIpeainecTBeHHUKHN — 2,1%, Mmueso-
WAHBIE TpeaIIecCTBEeHHUKHT — 1,4%.
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[1pu BBITIOJITHEHU M TPETTAaHOOKMOIICU Y BHISIBJIEHA MOP(OJIO0-
rudeckasi KapTUHa anjas3uu remonos3a. KM ¢ pe3ko BeIpa-
JKEHHOU TMHIoMJIa3ueil MUeJIOUAHON TKaHU. MexX6alouHbIe
MPOCTPAHCTBA 3aITOJTHEHBI JKUPOBOI TKAaHbBIO, CPeIN KOTO-
pOIi OIIPeNeITIOTCS HeOOIbIINEe OCTPOBKY TeMOTIO3TUYECKOM
TKaHW, TPEICTaBJIEHHON KJIETKAMU 9PUTPOHOB U eTUHUYHBIMHU
G1acTHBIMM (hOpMaMU, KJIETOYHOCTh — OKOJI0 5%.

Ha marHuTHO-pe3oHaHcHOM ToMorpaduu KM cpenHee
coliepXXaHMe KKMpa: B TeJle JIeBOil MOAB3I0IIHOM KOCTH — 87%,
npaBoii — 89%, B Tene no3Bonka L4 — 82%, LS — 86%, uto npe-
BBIIIAET HOPMAJIbHbIC 3HAYEHU SI.

Ha snekTpokapauorpammMe — MojoKeHUe JIEKTPUIECKON 0cU
ceplia ropu30HTaIbHOE, YMEPEHHASI CHHYCOBAsl apUTMUSI, 4aCcTOTa
CepaeuHbIX coKpatienuit — 75-90 yn./mMuH. PenTrenorpacdus rpya-
HOM KJIETKU: AUCTAJIbHBIN KOHEIl IIEHTPaJbHOTO BEHO3HOTO KaTe-
Tepa pacIiojioKeH B IMPOECKIINU BepXHEii I0J10i1 BeHbl. O4aroBbIX
¥ MHOUIBTPATUBHBIX U3MEHEHU B JIETKMX HE BBISIBJICHO.

VnbrpasBykoBoe uccienosanue (Y3HM) BeH 1ieu ¢ nomnjiepo-
rpadueit: TpoOXoAUMOCTb BU3YaJIM3MPYEMbIX 9KCTpaKpaHUAIb-
HBIX OTIeJI0B OpOHXMAJbHBIX BEH He HapylleHa.

V3U opraHoB OpIoLIHOM MmojgocTu: ¥Y3-npusHaku Audy3HbIX
U3MEHEHU U MapeHXUMBbI TTOAXKETYI0UYHOMN Keae3bl.

IIpu sxokapauorpapuu — MUHUMaJIbHAsI perypruTalms
MUTpPaJbHOTO KJallaHa, KaMephbl cepialla He PaCIIMPEHBI,
COKpaTHUTeIbHAsI CMOCOOHOCTh MUOKap/a JIEBOTO XKeJlya104yKa
He HapylieHa, ¢hpakius Beiopoca — 72,67%.

OdTanbMOJIOTOM B CBETE IIIEJICBOI TAMIIBI M HA TJIa3HOM JHE
MaTOJIOTUU HEe BBISIBJICHO, 04aroBOil CUMIITOMATUKU B HEBPO-
JIOTMYECKOM CTaTyce HeT.

Takxum 06pa3oM, Ha OCHOBAHUU BHIIIIEOTTUCAHHBIX JTaHHBIX
npu o0CcenoBaHUM YCTAHOBJEH AuarHo3: «[IpuobpereHHas
uauonatuyeckas AA, cBepxTsxeiaas popmar.

Jnst oGecriedyeHUsI BEHO3HOTO NOCTYIa IO aliapaTHoO -
MacouyHbIM Hapko3oM yctaHoBJieH LIBK cripaBa (tuma Hikman,
NBYXKaHaJbHbIH, 7FT).

HasnaueHa cxema JiedeHU s, IpoBelieHa Oecena ¢ MaTepblo
M TIOJIYYEHO OT Hee coryiacue.

Tak kak orcytcTByeT HLA-COBMECTUMOCTDB C POACTBEH-
HBIM JOHOPOM, ITPOBOAMIACH UMMYHOCYTIPECCUBHAS TepaTIus:
ATraM BHYTPUBEHHO, IIUKJIOCIIOPUH per 0.

JIOMOTHUTEBHO OCYIEeCTBJSIIach MPOTUBOTPUOKOBASI
Tepanust Hokcaduiaom per os 1 anTuOaKTepraabHas TepaTus
Ta3olMHOM 1 METPOHUIA30JIOM BHYTPUBEHHO U BAHKOMH-
IIUOHOM per 0s.

W3 conpoBonuTeIbHOM Tepanuu Oblyla Ha3HaYeHa NHPY-
3UOHHAas TJII0KO30-COJIeBBIMU PACTBOPAMMU C JIEKTPOJIUTA-
mu (B/B), ome3 (B/B), MpU 3ajJepKKe Auype3a — Ja3ukc (B/B).
Mcnonb30Baiuch paCTBOPHI aHTUCEIITUKOB: IJIsl 00paboTKU
cU3UCThIX — xJaoprekcuauH (0,05%) 1 KOXHBIX IOKPOBOB —
MEHaJIMHIOH.

B xauecTBe mpemMenuKalu nepen BBeIeHueM ATraMma Ipu-
MEHSIJIM BHYTPUBEHHO nekcameTa3oH, [lepdanran u lumenpor,
a Takxxe Memoripesn per os, najiee IpeIHU30JI0H per os, TaBerun
¥ TpaMaJIoJl BHYTpUBeHHO. Takxe OblJia TpOBeIeHA CTUMYJISI-
LU TPAHYJIOUUTAPHBIM KOJIOHUECTUMYJTUPYIOMIUM (PaKkTO-
pom (I'-KC®) — 3apcro BHYTpUBEHHO, a TAaKXe TeMOTpaHC-
dy3unonHas Tepanus (3pUTpoIuTapHasi B3BeCh 1 TPOMOOKOH-
HeTpar).

[Tpouecc UMMYHOCYTPECCUBHOM Tepanuu MalMeHTKa nepe-
HecJia ¢ TOKCUKOJIepMUel U apTepualbHOM TMNIEPTEH3UEH,
B CBSI3M C YeM MPOBOAMIACH aHTUTUCTAMUHHAS Tepanus
Jumenposom 1 TaBernjiom BHyTPUBEHHO Y TUIIOTEH3UBHAS
Tepanus HUGpeaTunruHOM CyOIMHTBAIbHO.
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Ha done neyenuns rmoKoKOpTUKOCTEPOUIAMU HAOII01aTaCh
SMOIIMOHAJIbHAS TA0UABHOCTH. C 9-X CYyTOK MPUCOETUHUINCH
HavaJIbHbIe TPU3HAKW CBIBOPOTOUYHOM 60JIe3HU B Buie OoJie-
BOTO CMHIPOMa B HUXKHEU YeI0CcTr, 4TO MOTpedoBaio obes-
0O0JMBaHUS IPOTABEPUHOM U TPAaMaa0JI0M BHYTPUBEHHO.

3a BpeMs HabJoAeHUsd y peOeHKa OTMeYaJauch 3p0O3Usl
Ha OyKKaJbHOI MOBEPXHOCTHU CIIpaBa, KOTopas pa3peliniach
Ha ¢OoHEe MECTHOU Tepanuu, a TaKXe raCTPOIHTEPOKOJIUT,
BbI3BaHHbI Cl. difficile. DHTEpOKOJUT pa3peliuncs Ha GoHe
MPOTUBOMUKPOOHOI Tepanuu Ta301[MHOM, METPOHUAA30JI0M
(B/B) 1 BAHKOMUIIMHOM (per 0s).

Ha 51-e cyTku cocTosiHMe pebeHKa cTaOUIbHOE, TUXOPaIKU
He HabJI0aeTCsI, UMMYHOCYTIPECCUBHAS Te€PATIUSI IEPEHOCUTCS
6e3 mpu3HakoB HePppoTOKcMUYHOCTU. KOHIIEHTpaniust MUKII0-
ciopuHa Ha 49-1if neHb OblJIa CHUXEeHa HUXe TepareBTude-
ckoii mo3sI (81,5 Hr/Ma). Takke HaOMOgaeTCS OUIUPYOMHEMU ST
Y TIOBBIIIIEHWE YPOBHS TPaHYJIONUTOB /10 4,78 THIC./MKJI Ha (hoHe
crumynsaiuu [-KC®. 'emoTpaHchy3noHHas Tepamus MPOIos-
’Kajgach 9PUTPOIMTAPHON B3BECHIO U TPOMOOKOHIIEHTPATOM.

B remorpamme Ha 51-ii 1eHb YpPOBEHb JICMKOLIMTOB —
7,22 ThIC./MKJI, TeMoriobuHa — 82 r/1, TpoMOOUTOB — 74 ThIC./
MKJI, HeTpo®dujoB — 4,78 ThIC./MKIJI.

IIporHo3 y JaHHOM MallMEeHTKU OTHOCUTEJIbHO HebJiaro-
MPUSITHBIN, TaK KaK BCJIEICTBUE OTCYTCTBUS JOHOPA Ha TaH-
HBII MOMEHT HEBO3MOXHA aJIIOTeHHas TpaHCIIaHTaAIlUs.
Ha3nayeno nuMMyHOCYTIpecCUBHOE JIeUEHUE, IPU KOTOPOM
BEJIMK PUCK pa3BUTHs penunuBoB (B 30-40% ciyyaes 10 gaH-
HbeiM Huna C. fura) [11].

3aknoueHue

BBIIJJCOHVICEIHHHIL/'I KJINHUYECKU cnyqaﬁ ITOKa3bIBA€T, UTO
JaHHOE 3360HCBaHI/Ie I[CﬁCTBVITeI[bHO ABJIACTCA TPYAHBIM KaK
JJ1sd JUAaTrHOCTUKU, TaK U IJ14 JIEYEHU . HCCMOTpﬂ Ha IIPOBCIACH-
HOE€ KOMITJIEKCHOC O6CJ'IC,Z[OBaHI/I€, OIIPEACIUTD 3TUOJIOTUYECKU I
(axTOp aHEMUU U aIJIACTUYECKUX MPOLIECCOB B KOCTHOM MO3re
HE€ yaajJoChb, YTO AOKA3bIBACT CJIO2KHOCTb U HEACHOCTb ITaTOIE-
He3a M OTUOJIOTUU 3a00JIeBaHU . Bpaan HCO6XOL[I/IMO IIOMHUTDH
O JAHHOM CMHJIPOME 1 BOBPEMSA ITUATHOCTUPOBATH €TI0, TaK KakK
CBOCBpPEMCHHAA JUAarHOCTUKA IMMO3BOJIACT HANIPAMYIO BIIMATH
Ha TSIXECTh Te4eHU I 3a00eBaHUI U €TO IIPOTrHO3. .

KOHOAUKT MHTEPECOB. ABTOpbI CTaTbk NOATBEPAUAKN OTCYTCTBUE
KOHOAMKTA UHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLLMTD.
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