[J Koanexmue asmopos, 2003

I'A. Camcpiruna, M.IO. IlJep6akoBa, O.E. TI'ypeBuy,
A.H. IOganosa, A.A. Ilpornuna

CAVUAL AYTOUMMYHHOTI'O TEINNATUTA C MCXOAOM B IIMPPO3
Y MAADBYMUKA 14 AET

Kadeppa peTcrux 6oare3Hel Ne 1 ¢ KypcoM KapAUOAOTHH U KapAUMOPEBMATOAOTHM AETCKOTro Bo3pacta PI'MYVY,
Mopo30BcKasi AeTCKasi KAMHUYecKass G0AbHUIIa, MOCKBa

Ayroummynnbiii rematut (AWI) oTHocuTcA K TrpyIiine
XPOHUYECKUX TEIAaTUTOB, AJA KOTOPBIX XapaKTepHBI HEpPas-
permaoreecs BocIajleHne, HEKPo3 1 GudpPo3 ¢ BEPOATHOCTHIO
IPOTPECCUPOBAHNUSA BIJIOTH A0 PA3BUTHUA I[UPPO3a MEUEHMU.

Knaccuduramua AUT ocHoBaHa HA UAEHTU(DUKAIINY CTIEK-
Tpa MUPKyaupyoomux ayroautures (ayToAT) [1]. Beigeasaior
Tun I — acconuMpoBaHHBIHM ¢ BEBICOKUMU TUTPAMU IIUPKYJIN-
pyfomux AT k [THK u riagkoit myckynatype (aKTUHY), paHee
HasbIBaeMblil JiomouaubiM; TuUl II — cBasaHHBIN ¢ ayTOAT
LKM-I u moxpasgensaromiuiica Ha moarunsl Ila u ITb. Masa
noxaruna Ila xapakTepHb! Bhicokue TuTpbl LKM-1 u Taxenoe
Teuenne, nad noaruna IIb — auskue Turpsl LKM-I 1 Hannume
xpounueckoit HCV-undermunu.

AWUT 1 Tuna BOBHUKAET MPEUMYIIECTBEHHO ¥ MOJIOIBIX
Jrofie# B Bodpacte ot 14 mo 25 jeT, yaiie 6OJIEIOT KEHIIUHBI
(8:1). OH MoKeT OBITH CeMEHHBIM. JTHOJOTHUA 3a00JIeBaHUA
Heuns3BecTHa. B 0CHOBe mmaToreHesa JeKUT HapyIleHne UMMY-
HOPETYJIAINN, 00YCIOBIeHHOE IeheKTOM CYIIPECCOPHBIX (pe-
rynartopabix) T-KieTok. B pesynabraTe oTMeuaeTcs BhIpa-
6oTka ayTOAT K MOBEPXHOCTHBIM AHTHUTEHAM TIelaTOIUTA.
B chI1BOpoTKE GOJIBHBIX OIPENEISIETCSI BEICOKUI TUTD IIUPKY-
aupylomux AT x JHK, rmagkoit myckyaarype (akTuuy),
TKkaHeBBIX AT, BeIABIAAIOTCA aHTUHYKJIeapHble AT (pasianu-
HOTO CBEUEHUS — TOMOTEHHOTO, 1u(Pdy3HOTO, KpamuaToro),
BBICOKHE YPOBHU Y-TJIOOYJINHA, TIOJIOKUTENbHBIE PE3yIbTaThI
LE-kmetounoro tecra. KinHuueckas KapTuHa pasHoobpas-
Ha. Havamo uamie 6eCCUMITOMHOE MJIM MAaJOCUMIITOMHOE.
Iaee MOABISIOTCA CUMIITOMBI, CBUETEIHCTBYIOIINE O TeHE-
paausanuy UMMYHOIIATOJIOTUUECKUX PeaKIIUil — JIMX0paaKa,
auMboameHONATUA, TOJNMOP(MHBIe KOXKHbIe UBMEeHEHU, IIyP-
mypa, KamuJJIapuT, spureMa. MosKeT pa3BUTHCS CYCTaBHOM
CUHIPOM — apTPAJITUU, OCTPHIH PEIUIUBUDYIOIHIH TOJIUAPT-
PHUT C BOBJI€EUeHMEM KDPYIHBIX CYCTABOB, MUTPUPYIOIIETO
XapaKTepa, TYrOMOJBUKHOCTE CYCTABOB. BO3MOYKHBI ITOJTIHICE-
PO3UTHI — TIJIEBPUT, IEPUKAPIUT; IOUEUHbIE KaHAIbI[€BbIe
HapyIIeHUs, BOJTYAHOUHO-TIONOOHBIN HEPHUT; CIJIeHOMera-
ausa 6e3 MOPTAJBLHOM IMIIEPTeH3UN; TOPAKeHe KUIIEYHNKA
— HecnenuGuUyeCKUil S3BEHHBIH KOJUT; TeMOJUTHYECKAs
aHemus [2]. PasHoo6pasue KIMHUUECKUX IIPOSBIEHUH 00ycC-
JIOBJINBAET CJOKHOCTH TUATHOCTUKY JAHHOTO 3a00JIeBaHUA.
Huxe mpuBoauM Hallle HabGJIIOIeHIE.

Koas M., 14 1eT, MOCTYINJI B XUPYPrUUECKOe OTIeIeHne
MIOKB ¢ npusHakKaMu OCTPOTO 3KeJTyIOUHO-KUIIIEYHOTO KPO-

BOTeUeHUs (IIOBTOPHAs PBOTA KPOBBIO, JKUIAKUI CTYJd —
MesieHa, camkenue Hb go 33 r/x).

HacnencTBeHHOCTh Y MajbuMKa OTATOINEHA MO JUHUU
MaTepu — HecnenuGuyecKnil A3BeHHBIH KOJIUT, ayTOUMMYH-
HBIA TUPEOUIUT, PEAKTUBHBIN HOJIUapTPUT. PaHHUN aHaMHe3
sKu3HU 6e3 ocobenHocTteit. o Hauama 2002 r. peaxo GoJsen
OPBMH. B Boapacre mocje 10 jeT ABaKIbl IepeHeC aHTHUHY.
C 13 mer cocrouT Ha AucmaHcepHoMm yuere y JIOP-Bpaua
C AMarHO30M: XPOHUYECKUI TOH3UJIJIUT, CYOKOMIIEHCUPOBAH-
Haa dopma. 13 gerckux nHbEKIN mepeHec Kopb B 2,5 roga.
Peaxmus Mauty no 2002 r. orpurnarenbuas. B susape 2002 r.
BBISIBJIEH BUPAXK TyOepPKYJIMNHOBOIT 1pobbl. KoHTakTa ¢ 60Jb-
HBIMU TyOepKyJie3aoM pebeHOK He uMmesa. PTusmatrpoMm He
KOHCYJIbTUPOBAH.

W3 anamuesa usBecTHO, uTO B heBpase 2002 r., mocJe
nepeHecerHoi OPBU (seunsica «HapOOHBIMH» CPEACTBA-
MHU), TOSABUJINCH 00J€3HEHHOCTh IPU ABUIKEHUHN U CKOBAH-
HOCTB II0 YTPaM B MeJIKUX cycTaBax Kucreii. Hecrepounuyio
npoTuBoBocnanuTeabuyio Tepanuio (HIIBT) me momyuwn.
B cepenmue mapTa, mocje mOBTOPHO mepeHeceHHoir OPBU
(mosryuast JeueHue PJIeMOKCUHOM COJIIOTA0), TOSBUIACH CHITIb
B BUJI€ 9DUTEMBI B 06JIaCTH IEPEHOCHUIIBI M BEPXHUX BEK, CTAJ
TOCTEIIEHHO HapacTaTh CYCTaBHOH CHHAPOM, Habogasach
cyogedbpuabHAd TEMIIEpATYpa TeJIa C MOBBIIIeHeM 10 37,5 —
38° C Bo BTOpOIi MONT0BUHE AHA. KIMHNYeCcK Uil aHAIN3 KPOBU
He UMeJI IaToJoTUUeCKuX naMeHeHuii. Cruenuduyeckoii te-
panuu He moaydas. B koume anpensa 2002 r. Ha ¢oHe BHOBb
MPUCOEAUHUBIINXCA KaTapajJbHBIX SBJIEHUH OTMedaJics
moAbeM TeMIepaTypsl Teaa g0 38,6—39°C. 3a 2 mecanma
pebeHOK moxyaen Ha 5—6 Kr. IlogBuanch CHMMETPUYHBIE
9pUTEMATO3HbIE BhIChITaHua pasMmepoMm 0,5—1 cM B Auamer-
pe Ha pa3rubaTeJbHBIX IMOBEPXHOCTIX JIOKTEBHIX, a 3aTeM
KOJIEHHBIX CYCTAaBOB; TeMOpPParnuecKe 3JIeMEeHTHI B 00J1aCTH
KOHUMKOB IaJbI[eB; OOJIe3HEHHBIE OYaru THUIEePEMUU HA
KPBLIbAX HOCA; XeHINUT; IBJIEHUA THHTUBUTA; CUIbHBIE 001
U TPUNYXJOCTh MEJKHX CYCTAaBOB KHUCTEH (JUCTAJbHBIX
MeK(pasaHTOBBIX M IACTHO(MAJIAHTOBHIX CYCTaBOB). PeGeHOK
moTyynsa 7-THEBHBIA KypC aHTUOAKTEPUATBHON Tepamnmuu
u Budepona. Hazuauena HIIBT — auknodenak 100 Mmr/cyTKu.
HecMmoTps Ha MPOBOAMMYIO TEpAINHUio, COCTOAHUE YXYAIIa-
JIOCh, MaJbUUK ObLI rociuTanusuposad 8 HUU peBmaTosio-
ruu PAMH s nckiaoueHnsa 3a001eBaHUs COeSUHUTEILHOMN
TKaHU.
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CocTosiHME IPU IOCTYILJIEHUY TSAKEI0€e, BBICOKO JINX0Pa-
nur (38,6° C), BEIpasKeHbl CUMIITOMBI HHTOKCUKAIUN; B 00J1a-
CTH II€PEHOCHUIIBI ¥ BEPXHUX BEK IUAHOTUYHO-0arpoBhIe IsT-
Ha pasmepoMm m0 1,5 c¢M; Ha pasrubaTejbHOIN MOBEPXHOCTU
JIOKTEBBIX, IIJIEUEBBHIX, KOJEHHBIX CYCTABOB MHOKECTBEHHbBIE
MATHUCTO-3PUTEMATO3HbIe BBICBIIAHUA pasmepom 1—1,5 cm
B [uaMeTpe, OJieAHeroe IPY HaJaBauBauuu. Xeaur, ad-
TO3HBIN cTOMATHUT. I1aJbIUPYIOTCA MHOMKECTBEHHBIE I'PYIIIBI
aumM@Ooy3JIOB — 3aThIJIOYHBIE, IIOAUYETIOCTHBIE (YMepeHHO
0oJle3HeHHbIe), aKCUJIAPHbIE, KyOUTAJIbHBEIE, IIaXOBble —
0e300JIe3HEHHbIE, 9JIACTUYHON KOHCUCTEHIIUU, HeCHasHHbIe
c mojJie)kaleil TKaHbio, pasMepoM a0 1 cM. MbIlreuHbrit
TOHYC He CHUJKeH. Il0 BHYTpeHHUM opranam 0e3 BUIMMOM
narosoruu. YCC 90 yx/muu, Al 100/60 mm pr. ct. sKuBoT
MATKWUY, 0e300Ie3HeHHBIN BO BCeX OTHeJaX, [P IIyO0OKOM
MaJbIalMy OTMEYaeTCsa yMepeHHas 00JIe3HeHHOCTh B 9IIUTa-
CTPaJIbHOM 06JIACTH U 110 X0y TOJICTOTO KUIIIeYHUKa. [leueHb
y Kpas pebepuoii nyru. Cenesenxka +2—38 cM u3-mof Kpas
pebepHOIT n1yru, Kpail pOBHBIH, 9JIaCTUYHON KOHCHUCTEHI[UH,
MaJbIaTOPHO Ge300/e3HeHHbI. PU3NOJOTUYECKNE OTIIPAB-
nenusa B Hopme. CycTaBHOM CHHAPOM IIPEACTABJIEH SAPKO
BHIDAKEHHBIMM apPTPUTAMU JIOKTEBBIX, MPOKCHUMAJIbHBIX
merxkdananropbrx cycrasos 11, III, V manbiieB mpaBoi KucTu
u I, II] manb1ieB seBoit KucTH, gedurypamnueii I mansbiia mpaBoi
KHUCTH U 000MX JIy4esalsCTHBIX CyCTaBOB. JIpyrue cycraBbl
BHEIIIHE He M3MEHEHbBI, OTMEUAIOTCSA apTPAJITUN IIPU MaKCH-
MAaJIbHBIX JBUKEHUAX.

B KInHMYECKOM aHAJN3€e KPOBU — TEHIEHIIUA K JIeHKO-
nuToay 10 9,9 - 10°/1, yBenuuenue COI xo 52 mm /4, hopmyna
KpoBu 0e3 maToyioruu. B 6MOXMMUYECKOM aHaIn3e KPOBU —
runepnporenHemMus go 95 r/n (mopma 65—85 r/m); mucn-
pOTeMHEMUA B BUAe TumoasboOymmuemuu no 31% (mopma
55—60%) m rumeprammaryoOyauHemuu g0 45% (HOopMa
12,3—19%); runepouaupyouHeMuss — OOIMUil OUINPYOUH
33 mKMous/ 1 (HopMma 0—20,5 MKMOJIB /1), IPAMO OUIUDY-
6uH 7 MKEMOJb/a (HopMa 0—5,1 MKMOJIB/J); yBeIUUYEHIE
tpancamuHasd — ACT 378 ex/n (mopma 3—38 en/m), AJT
363 en/n (mopma 8—30 en/n); y-I'TP 63 ex/n (Hopma 5—
50 ex/m1); CHUKEHME CBIBOPOTOUHOTO JKeJsesa 10 4,4 MKMOJIb/JI
(zopMma ot 13 MKMOJB/J), XoJiecTepumHa A0 3,1 MMOJB/J
(zopma 3,9—6,5 MmMoJb/s1). B MMMyHOJIOTHUYECKOM aHAIU3€e
KpoBU — peskoe moBwimeHne AH® 1/80 Ha cpesax meueHU
(B HOpME OTD.), AH® na HEP2—1/1280H /sp (8 HOpPME OTD.),
nossimenue IITUK no 330 ex. ont. mimoTH. (HopMma mo 130 ex.
omT. IJIOTH.), 1gG>22 mr/mna (mopma 9,5+2,55 mr/mui).
Mapxkepsl BUpycHbIX renatutoB B, C u D ucKIOUeHSI.

PenrrenorpaMmmMa opraHoB I'PYJHON KJETKH B JBYX IIPO-
eKIMAX: CIIpaBa MOAUYEPKHYTA MeKI0JieBas IJIeBpa, Jerod-
HBIA PUCYHOK ceT4aTo Ae)OPMUPOBAH B IPUKOPHEBBIX 30HAX,
KODHH COJepsKaT meTpuuKaThl, guadparMa pacIojioKeHa
00BIYHO, CUHYCHI CBOOOIHBI, CEP/IIE KOCO PACIIONIOKEHO, a0P-
Ta 6e3 ocobeHHOCTE ; Ha GOKOBOI PEHTTeHOTpaMMe — YILJIOT-
HeHre TuMGOY3JI0B GPOHXOMYJIbMOHAIBHOMN IPYIIIIEL B IPOEK-
U KOpHe.

IIpu Y3 BHYTpPEHHUX OPTAHOB BBIABJIEHA MellaTOCILIEHO-
Merajius.

YuurhiBas JaHHbIE aHAMHE3a, 0COOEHHOCTH KJIMHUYEC-
KO KapTUHBI, 1a00paTOPHLIE JaHHbIE, KaK Hanbojiee BeposT-
HBIH AmarHo3 paccmarpuBantack CKB, octpoe Teuenue. B Kpyr
nuddepeHIuPyeMbIX 3a00IeBaHNi BKJIIOUAJINCH CUCTEMHBIE
BACKYJIUTBI, CADKOUI03, Ty0epKyJie3, XPOHUUECKUN aKTHUB-
HBIA TelaTUT, OHKOTreMaToJIoTuUecKuii npoiecc. Ha mepuon
obcienoBanusa Oblia HasHaueHa HIIBT — gukimodenax 100
MI'/CYTKH, CHMIITOMATAYECKAS TePaIns.

Ha 5-e cyTku rocnutanusanuy IpUCOeIUHUIACH KJINHUI-
YecKas KapTUHA OCTPOTO JKeJyIOUHO-KUIITeUHOT0 KPOBOTEUe-

HUA (IOBTOPHAS PBOTA KPOBBIO, TEMHBINA CTYJ CO CI'yCTKAMMK
KpoBu), nmagenue Hb mo 33 r/m. Manbuuk IepeBelieH B OT-
nmesnenue peanumanuu MIIKB.

CocTosinue TsKesIoe, BBICOKO guxopanuT (38,8 C), BbI-
paKeHHAsT MHTOKCUKAIUA, OJETHOCTb KOMKHBIX IIOKDOBOB
¥ BUJUMBIX CJIUBUCTHIX obosiouek. Ps 140 yx/mun, AIl 110/
60 MM PT. CT.; B JIETKNX AbIXaHIE Be3UKYJIIPHOE, XPUIIOB HET;
TOHBEI CEPAIA MPUIJIYIIEeHbl, PUTMAYHBIE, TAXUKAPAUA; IIe-
uyeHb +4—>5 ¢M u3-1oJ Kpasd pedepHoii Ayru; ceje3eHKa +3 cM
u3-moj Kpas pebepuoii xyru. Cryna :Kuakuii (MeIeHa) coxpa-
HAJICS B TeueHue 3 IHEH.

Jzodaroracrponyomenockonusd (AT IC): spo3uBHbIiT aHT-
PaIbHBIA TACTPUT, KaTapaldbHBIA OUCTAJBHBIA 330(arur,
MOBEPXHOCTHBIA raCcTPOAYOAEHNUT, KPOBOTEUEHNI HA MOMEHT
npoBenenus II'JIC Her. Y3U opraHoB OPIOIIHOI ITOJIOCTH:
remarociieHoMeranusa. KinHuuecKuil aHaius KPOBU: aHe-
mus (Hb 33 r/u, ap. 1,65 + 101%/71); TengeHIUA K JTeAKOIEHNN
(mo 3,8 +10°/); rpombonuronenus (160,0 + 10°/x); yBeauue-
aue CO9 mo 50 mMm/u. BuoxmMuuecKuii aHaIU3 KPOBU:
TUTIONIPOTENHEMHUS A0 56 T/, runmoanboymuaemMusa 10 28%,
OTHOCUTEJIbHOE IoBhIIIenne Tpaucamuuas —AJIT 40 ex/x,
ACT 71 ex/mn, ACJIO 1:4000 (mopma 1:250).

IIpoBoauachk HHPY3UOHHAA K 3aMECTUTEIbHAA TePAIN
(TpaHChY3UM SPUTPOIUTHON Macchl Ne 3, cBeKe3aMOpOIKEeH-
HOM 1rasMbl Ne 6, peomoInuIIIOKUHA), aHTHOAKTepUaIbHAS
¥ cUMIITOMaTu4YecKas Tepanus. Ha dhoue ieueHns cocToAHIE
CcTabUIN3UPOBATIOCEH, ypoBeHb Hb mogusmca xo 62 r/m, 3Ha-
YUTEIbHO YMEHBIININCH IPOABJIEHUSA CyCTABHOIO ¥ KOYKHOT'O
cuHIpoMOB. Pe0eHOK ObLI IlepeBelileH B TepaleBTUYEecKoe
oT/eIeHue.

B KInHNYeCKO# KapTuHe Mpeob/1aaii UHTOKCUKAI[AA Ha
done anemunn; cy6pebpunbHasa auxopagka (xo 37,3—37,6°C),
He Pe3K0 BEIPAXKeHHbIE APTPUTHI IIACTHOPATAHTOBLIX, IyUesa-
MACTHLIX CYCTABOB; TYTOIOABMXHOCTh MEJKNX CYCTABOB KIUC-
Tell; XeMJINT; OCTATOUHEIE ABJICHNA KOKHOTO CHHAPOMA B BIE
CHHIOIIHLIX MATEH padmepoM 10 1,5 cm B fuamerpe. B erkux
IbIXaHNe BEe3UKYJAPHOE, XPUIOB HEeT. I'paHMIILI cepiila He
pacmmpensl. Taxukapausa xo 120— 130 yx/mun. Ileuensb
¥ cejie3eHKa MaIbIIaTOPHO HE YBEeJIUYEHBI.

B KJIMHMYECKOM aHaIM3€e KPOBY COXPAHSIOCH yBeJINUEHIe
CO39 mo 52 mm/u; amemuss (Hb 62 r/x, sp. 2,2+10'2/x1),
Jeiikonenus 10 2,8 + 10°/1; rpomboruronenus g0 94,0 - 10°/1.
B 6roXuMHUUYeCKOM aHAIN3€e KPOBU — AUCIPOTENHEMUS: THUIIO-
anpoymubaemus 44 % , runepraMmmaraooyauaemMus 45% , BBICO-
Kue tutpbl ACJIO 1:4000; BeipaskenHoe moBbitienrne CPB mo
0,114 r/xn (mopma 0,012 r/m), TuMosoBO¥M mpobGel 21,9 en
(uopma 5 exn), cepomykouga 0,902 ex (mopma 0,100—0,200 ex);
He3HAUMTEJIbHOE IOBBIIIeHNe aMuHoTpaHchepas — AJIT
83 ex, ACT 165 en. BoabHoit mosmyuan HIIBT — BHyTpUMBI-
IIeYHo BoJibTapeH 1,5 mu 2 pasa B cyTKH, MoBaJjuc 7,5 mMr
2 pasa B CYTKH per 0S; aHTHOAKTePUAILHYIO TEeparuio —
BHYTpUBEHHO (hopTyM 1 r 4 pasa B CyTKH.

VUUTHIBAA MOJOKUTEIbHYIO ITUHAMAKY B KJINHUYECKOM
craryce, ICU€3HOBEHNE KJINHUUYECKUX IPU3HAKOB, XapaKkTep-
wHeix g CKB 6Ge3 mpoBeneHUsA amgeKBATHON CTePOUIHOM
Tepanuu, B IMEPBYI0 ouependb OOCYy»KAajlach BO3MOXKHOCTH
muargos3a AWUT ¢ BoIYaHOYHO-TIOAOOHBIM CHHAPOMOM, a TaK-
JK€ BOJIYaHOUHO-II0L00HBIE IPOSIBIeHUA NH(MEKI[MOHHOTO IIPO-
mecca (cBsa3b Havasia 3abosmeBanus ¢ OPBU, BrICcOKTE TUTPBL
ACJIO, ysenmunuenue CPB, (pakTopoB BocHaleHUA, ITOJOMKU-
TeJbHBIA OTBET HA IPOBOAMMYIO T€PAINio). BN NCKII0Ue-
HBI OHKOI'€MAaTOJOTUUYECKHUM IIPOIecC, XPOHNUYECKN aKTHUB-
HBIH IelaTuT, Ty6epKyIes, CApKOUI03, IaTOJOTHA KUIIIEUHUKA
— HecnenupUUeCKuii A3BeHHbIN KOJuUT, 001e3Hb KpoHa.

B nporiecce Haboenusa y pedenka 6e3 BUAUMOI IPUYH-
HBI BHOBb OTMeUAaJICA MOABEM TeMIepaTypsl Teaa g0 38,2°C,
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Ha ()OHE KOTOPO! IOABUJIACH IATHUCTO-IAITYJIE3HAd CHIIb
pasmepoMm okoyio 0,5 cM B AmamMeTrpe B 06JIaCTU JIEBOTO ILIE-
YeBOro, 000MX JIOKTEBBIX CYCTABOB U IOSCHUIIBI; CTAJ Hapac-
TaTh CYCTABHOM CUHIDPOM, KOTOPHIM XapaKTePU30BAJICI apTPH-
TaMU JIEBOI'O KOJIEHHOTO CYCTABA U IISICTHO(MAIAHTOBBIX CYCTABOB
oboux Kwucreil. IIpy masbmamuy ONpENesieTcsl yBeJIndeHre
neuenu +2—2,5 ¢cM u3-mIo Kpas pedepHOi qJyTru.

IIpy TOBTOPHOM MMMYHOJIOTHYECKOM 00CJIefOBAaHUU OT-
MeuaeTca HapacTtanue Tutpa AH® 1/320 Ha cpesax meueHuH,
ITUK 420 en. onr. naoTH., mosasaenue AT k ds-IITHK — 120
(zopma 1o 20), autTurkapauoaunuHoBeix AT — 120 (Hopma 10
30); cumxkenue C3-ppaxiuu KoMmiieMeHTa a0 48 en. omT.
mioTH. (HopMma 80—120 ef. onT. WIOTH.). B 6moxuMumueckom
aHaJin3e KPOBU — TUIEPIPOTEeNHEeMUs 10 92 T/J1; TUCTIPOTe-
WHEeMU; TUIoans0ymMmuuaemus 10 41% , rumepraMmMarao0yau-
"Hemus 10 33% ; Beicokue TuTpbl ACJIO 1:4000; coxpausaaoch
yeeaunuenrie CPB u ¢haxTopoB BocaeHU; TIeueHOUHbIe (hep-
MEHTHI B Ipefiesiax BodpacTHoit HopMbl — AJIT 28 en/n, ACT
27 en/n. BriepBbie B KoaryJjaorpaMMe OIPeIesIsieTCs CHUMKeHIe
¢dubpunorena mo 170,6 mr % (mopma 200—400 mr %) u
pubpuHOIUTHUECKOI akTUBHOCTH 10 1 u 20 MuH (HopMa 2—
4 v). B KJIMHNYECKOM aHAIN3€ KPOBU — aHEMUSI, IEHKOIeH U
2,2+10% 1, Trpomboruronenus 78,2+ 10°/1, CO9 44 mm/u.

ITocsie mogKJIIOUeHMA TOPMOHAJIBHON Tepanuy (IIpegHu-
30JI0H per 08 1 MI'/Kr') U rerapuHOTepanuy (relapuH IO KO-
H0 300 e1/KT), COCTOSHIE TOCTETIEHHO YIYUIINIOCH, MAJIbUNK
cTaJj aKTUBHBIM, »KajI00 He MPeIbABJIAN, TOJHOCTHIO KYINPO-
BAJIMCh KOYKHBIN U CYCTaBHOU CUHAPOMBI. COXPaHsINCH rema-
TOCILJICHOMETAJINS ¥ BBICOKAA JabopaTopHas aKTUBHOCTH:
narnuronenusa, CO93 45—65 mm /4, dubpunoren 122 mr %,
HapylleHue JUIUIHOTO oOMeHa (xosectepuH 18,9 mmons/ i,
Tpurunepuasl 4,65 mmosn/n, B-nmumomporenasr 186 en),
cTaju yBeJIndYuBaThcA neueHounslie pepmenTs! (AJIT 340 exn/,
ACT 324 en/n). B cBsA3u ¢ yeM IPOBOAUJIACH IYJIbC-TEPATI
metunpenom 1mo 500 mr Ne 6, MCIIONB30BaHLI B JIEUEHUU
HeHTarJIo0uH B cymMmMapHoit 1o3e 800 mr, Ha (oHe IOIyUeHUs
45 mr npeguausosiona per os u HIIBT — moBasuc 7,5 mr 2 pasa
B CYTKH per os; 0blI1a yBesInueHa no3a remapusa 1o 500 ex/Kr.

CocTosiHME 0CTAaBAJIOCH CTAOMIBLHBIM, $KaJI00 He TPeIbAB-
JAJ, obpaiaay Ha ce0s BHUMaHHE yBeJWdeHUe B 00beMe
JKUBOTA, ero opMa, TPYAHOLOCTYIHOCTh I'IyOOKOH! HaJbIia-
muu. ITo ranusiM Y3U, B AUHaAMUKE OTMEUAJIOCh YBeJIUUeHne
meueHu — mepenHe-3aauuit pazmep 174 mm (Hopma 130 Mm),
aeBas poas 160:43 (mopma 3:1), 9XOTeHHOCTH ITOBBIIIIEHA,
9XOCTPYKTypPa MEJIKO3ePHUCTAsdA, HEOJHOPOAHAsS; IMIpPOrpec-
CHUpYIOIIee Pa3pacTaHue COeUHUTEIbHON TKaHU BOKDPYT CTBO-
Jia v. portae; yBeiuueHue ceje3eHKU (IPOJOJBHON pasmep
160 mm mpu HOpMe 130 MM), 9XOT€HHOCTH IIOBBIIIIEHA, 9XO-
CTPYKTypa MeJKo3epHucrad. KommbooTepHas Tomorpadus
OPIOIIHOM IIOJIOCTY C BHYTPUBEHHBIM BBEJEHNEM KOHTDPACTHO-
ro BelecTBa: meYeHb AUDOY3HO yBeandyeHa, ¢ HEPOBHBIMU,
OyTrpUCTBHIMU KOHTYpaMu, 1ud@y3HO HEOTHOPOLHOM! CTPYKTY-
pHI (IIOcJie BHYTPUBEHHOTO KOHTPACTUPOBAHUS BBIABIIAIOTCS
MHOYKECTBEHHbBIE CIUBAIOIIAECS YUACTKY CIa00IOHMKEHHOM
IJIOTHOCTH, KOTOPBbIE 3aHMMAIOT IPAKTHYECKH BCIO TKaHb
IevYeHn); BHYTPUIIEUEHOUHBIE IIPOTOKY HE PACIINPEHbI; JKeId-
HBIY IY3bIPh C YIIOTHEHHBLIMU CTEHKAMH, PEHTTeHOKOHTPA-
CTHBIX KOHKPEMEHTOB He COJEPIKUT; CeJIe3eHKa 3HAUNTEIbHO
yBeJIMUeHa, ee CTPYKTypa JOCTATOYHO FOMOTeHHAs. 3aKJII0ue-
HUe: [JaHHbIe U3MEHEHU S MOTYT CBU/IETEIbCTBOBATE O IIUPPO3€
IeYeHu.

006o611asa fanHble aHAMHe3a, ICTOPUU Pa3BUTHU 3a00J1e-
BaHUS, KINHUYECKUX, JJAOOPATOPHBIX U MHCTYMEHTAJbHBIX
ucciaenoBaHuii, pebeHKy ObLI mocraBieH auarnos AUWUI c
ucxonoM B nuppos. Manbuuk nepeBeneH B HUW xupypruu
PAMH, rue emy B mapte 2003 r. mponsBejieHa TPaHCILIaHTa-
YA IPABOH [OJIU TIeUeHHU.

Oco0eHHOCTSAMY AAHHOTO HAOIIONEHU ABJIAIOTCA Hada-
J10 3a60JIeBaHKSA C BOJUAHOYHO-II0JOOHOT'0 CHHAPOMA, OCJIOMK-
HEHHOT'0 I'eMaTOJIOTHYECKUM KPU30M M JKeJyJOUHO-KUIIleu-
HBIM KPOBOTEUEHMEM, HAJIMYNEM BEICOKMX MMMYHOJIOINYECKUX
mapkepoB CKB, yabopaTopHbIX NPU3HAKOB aHTH(OCHOIM-
MIUHOTO CUHIPOMA, IIOCTEIeHHOE yBeJINUeHre IeUeH: 1 Hapa-
cTaHVe IeYeHOYHBIX ()EPMEHTOB, OBICTPOE IIPOTPECCUPOBAHNIE
3a060JIeBaHMs, HECMOTPSA HA IIPOBOAUMYIO TEPAIUIo, C UCXO-
JIIOM B IILPPO3.
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CEMEVHBIN CAVYAUM BOAE3HU TOIIE

Kadeppa nponepeBTUKU AeTCKUX OOAe3HEM U ITOAUKAMHUYECKOU NepuaTpuu CTaBPOIOABCKOU IOCYAAPCTBEHHOU
MEAUIIMHCKON akapeMuu, AeTcKas TOpOACKas KAnHudeckass 6oabHuila uMmenu I.K. Quannmnckoro, r. CtaBponoab, PO

IIpuBoauM onncaHue ABYX ciaydaes Gonesnu Iore cpenu
IaJbHUX POACTBEHHMKOB, HAOIIOMABIINXCA HAMM HA IPOTHA-
JKEeHUU HECKOJbKUX JIET.

Boabuasa Enena T., 16 jer, mocTynuia ¢ »xajfobaMu Ha
¢s1a60CTh, YTOMJIAEMOCT, [IEPUOJUUECKY BOSHUKAIOII[KE HOCO-

Bble KPOBOTEUEHMUA, 00N B HUMKHUX KOHEUHOCTAX , BOSHUKAIO-
e Mpu XoJb0e, HU3KUH yPOBEHb (pU3UUECKOT0 Pa3BUTHUA,
3aJIePKKY II0JI0BOTO PA3BUTUSA.

W3 anamHesa M3BECTHO, UTO JEeBOUYKa poamaach oT X
OepeMeHHOCTH, IpOoTeKaBieil 6e3 ocioxkuHeHuii. Poger IV,



