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CHUHAPOM KAPTATEHEPA U TI'EMOPPATUYECKAS

ME3SEHXVIMAABHASA

AHCITIAABUA YV PEBEHKA 13 AET

Kajeapa neauaTpum (hakyAbTETa YCOBEPLIEHCTBOBAHUS Bpadelt AATAHCKOrO TrOCYAaDPCTBEHHOTO
MeAMIHHCKOTO YHHMBEPCUTETa, AATalCKafA KpaeBas KAMHMYECKas AeTcKasd GoOAbHMIE, T. BapHaya, PO

HacnencrsesHas maTosIorus COEAMHHUTENBHOM TK aHY SB-
‘1AeTcs 06bEKTOM MPUCTANTLHOTO BHUMAHUA He TOJbKO MeAM-
UHHCKHMX PeHEeTHKOB, HO U I'eMaTOJIOIOB, IIOCKOJBKY OHA He-
PefKO CONPOBOXKAAETCA SBHBIM HJIK CKPLITRIM (IOTEH-
UHANBHEIM) reMOPPAarMyecKMM WJIH TpoMGoreMopparmyuec-
KUM cHHAPOMamu. ITo JaHHBIM JTuTEepaTyDhl, TEMOPPATHYEC-
KM CHHADOM TNpH AUCHIA3MAX COSNUHUTENHHOH TKAHH
0BycnoBNeH HApPYIIEeHHSMU COCYAHCTO-TPOMOOLIUTAPHOTO
remocrasa, gedunurom dpakropa Bunnebpanaa u (uin) Hapy-
[IeHHEM KOHEYHOro dTala CBEePTLIBAHUS KPOBU. B eqHMHMY-
HbiX paboTax oTMeyeHa MpepPaCcIONOKEHHOCTs K GPOHXOe-
TOUHBIM 3260€BAHUAM, IPEUMYLIECTBEHHO 110 0GCTDYKTHB-
HOPfY THIY, NPH «MaJbIX (POPMaxX ZUCIUIA3HHK COSAUHUTENb-
HOM TKAHM» .

Ilpusoaum xauHUYeCcKOE HabmaoneHre — cunppom Kap-
TareHepa (o6paTHOE DACIONOXKEHHe BHYTPEHHUX OPLAHOB,
XpOHMYecKuit GPOHXOJIErOYHEIA MPOLeCe, CHHYCHT) — pej-
Ki#t BApMAHT BpPOHXOIErowHOMN IaTOJIOTHH, COYETAIOUHACH
¢ HACMEACTBEHHBIM CUHADOMOM reMOpparuyeckoil MeseHxu-
ManbHO¥M auCmIasuM.

Boasuon JI., 13 JIeT, IMOCTYNUJI B AnNTafiCKyI0 Kpaesyio
KIHHHYECKYIO AeTCKYI0 GonpHULY C xxano6aMu Ha IOCTOAH-
HE BNAKHEN Kanres ¢ MOXDOTOH CBETJIO-3€J@HOTO 1BETA,

yromiaemocts. Maapuuk oT 11 HODMAJBHO HpOTEKaBIIeH
6epemenHocTy (I npeprana — MeguIUHCKUH abopT), I npex-
IeBpEMEHHBIX CTPEMHUTENbHBIX pONOB B 34—35 Henenab:
Macca Tena npu poxxcperaun 2800 r, gauna 45 cm. 3axpuuan
cpasy, K IPYAY IPHIOXKEeH Ha 2-e cyTku. Ha 3-m cyrku
nepeBe/ieH B MOPOACKON MEePUHATANLHBIHA LIEHTD — OThele-
HMe 1aTOJIOrHY HOBOPOMXeHHBIX ¢ AHATHO30M: JIEBOCTOPOHHAA
TOJIMCEerMEHTApHAS NTHEBMOHHSA, NEKCTpaKapAuA, ITOCTrH-
NIOKCHYecKas aHIedanonarus, HefOHOMWEHHOCT, I cTenenu.
o 8 MecaneB HaxONHMJICA HA €CTECTBEHHOM BCKADPMJAWBA-
HUMY, 3aT€M Ha UCKYCCTBEHHOM aJalTUPOBAHHLIMU cMecsd-
mu. IIprxopmsl BBeZIeHK! B CpoK. IloMecsyHble npUGaBKyU
MAaccChl TeJa ¥ HEPBHO-IICUXUYeCKOe PASBUTHE 40 roja 6ulan
HOPMaJBLHEIMH, & ¢ 2 J1eT 7 MeC OTMeUYeHa 3aJePKKa HEePBHO-~
ICHXMYECKOro pa3suTHA. B 3 u 8 Mecsles nepeHec 0CTPHIK
6poHxuT, B 1,5 roga — OCTpHIA 06CTPYKTUBHBINH OPOHXHKT,
B 3 roga — OCTPYIO IIPABOCTOPOHHIOIO CErMEHTAPHYIO IIHESB-
MoHHIO (S10), 3aTeM eKeroJHO UMeJHU MEeCTO MHOTOKPATHO
PEeLUMIMBHPYIOMIME OOCTPYKTUBHbIE G6POHXUTEL. B 5 neT uc-
CIIEAOBAHLI XJIOPUJBI IIOTA, KA Ha TPUIICHH, TOKA3ATe N Obl-
JIM HOPMAJBHBIMHU,

C 1 roga 9 Mec oOTMeYeHbl IPOSABJIEHUA TTHIIeBOL aiep-
I'HHM Ha MeJ ¥ ManuHy. B 8 MecAner pe6eHOK 0CMOTPeH 0pTO-
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1ejoM, BHIABJIEHB! NJIOCKOBAJILIYCHBIE CTONR!, BAPYCHAS fe-
topMaua KOHeuHocTel, B 4 roga — BPOXK/JEHHAs BOPOH-
Koo6pasHasa aedopMaUMA MPYAHON KINETKH, MYNOYHas rpbl-
K&, wiockocTon e, NeMopparyueckui CHHAPOM B BUJ€ HOCO-
BBIX KPOBOTEUEHHH M IloC/]e IIOPe30B OTMEYeH Y MaJb4ylKa
¢ 5 JIeT, OAHAKO y PeMATOJI0ra He KOHCYJIbTHPOBAH, HCCIeR0-
BAHME CHCTeMBbl TeMoCTada He mpoBoauiochk. HacmeactseH-
HOCTb HeGJIArONPUATHASN: OTell MalbuyrKa uMeeT pocT 186 cu,
aCTeHUYeCKOH KOHCTUTYIIMH, BOPOHKoOOpasHas rpy/iHas KJer-
KA, BADMKO3HOE PacluupeHue BeH, TpoMbodie6UT, B AeTCTBE
6bIJIH YACTHBIE HOCOBBIE KPOBOTEUEHHA; ¥ ABOIOPOLHOM 6abku
no oty — 6poHXManbHAA acTMa, y npababku no maTepu —
caxapHblii graber.

[Ipx MOCTYIUJIEHUM COCTOSIHME CPeiHEH THAMKECTH, KOXK-
Hble OKPOBbI bBJefHO-PO30BLIE, HA TepeAHEH IIOBEPXHOCTH
roneHeit 9KXMO3b! PA3TMYHOA AaBHOCTH. PEHOTHUIL: ACTEHHU-
yecKoe TeJocJa0KeHUue, HU3KAasA JUHUA pOcTa BOJOC Ha JbY,
BOJIOCHI 3KeCTKHe, 6onblIne MATKHe YIIHbIEe PAKOBHHBI, CPOC-
HigecAd MOYKH, Jerkasa ronybusHa ckjiep, KapHec, ZUCTPO-
(Qus 3y6HON IMANH Pe3L0B, IUTMEHTHbIE IIATHA ¥ HEBYCHI HA
TYNOBMIE M BePXHUX KOHEYHOCTAX, BOPOHK0OOpasHad fe-
dopMauua rpyaHoH KJIETKH, CKOJINO03, TMIepMOGUIBHOCTE
BCEX CYCTABOB, XJaMHOXakTHiua VI u V mansuen xucreif,
«06e3pHbA CKJIAZKAs HAa ofemXx pykax, NYIOYHas Ipslxa,
nnockocronue. Ilepudepuyeckue nuMdOyanbl He yBeIUye-
Hbl. [TepKyTOPHEIi 38BYK HAK JIETKHMU JErOYHBIH ¢ Kopobod-
HBIM OTTEHKOM, 8yCKYJbTATHBHO ABIXaHMe ocnabieno, cyxue
U BJAKHBIE DA3HOKanubepHbIe XpUiIsl ¢ 06enx cTopoH. Yacro-
Ta q1pixaHusd 20 B MuH. BepxyLieyHbift TOJIYOK NAJNBIUDYETCA
B V mexpebepre Ha 1 ¢M KHYTpPH OT IPABOX CPEAMHHO-KIIO-
YHYHOH NUHMH, ycujeH. [paHUIBI OTHOCUTENEHON cepAed-
HOI TYNOCTH: NIPaBas — II0 HaPY>KHOMY IPAaBOMY KpPAalo Ipy-
IMHB], BEpXHAA — 3-e pebpo crpasa, 1eBas — Ha 1 CM KHYTPH
OT NpaBoi CpeAMHHOKIINIHON nuHuM. TORBI cepaLa 3ByY-
Hble, akieHT II ToHa Ha JeroyHo# aprepuH, TaXHKapAKA A0
124 ypapos B muH. IleueHs cieBa BBICTYIIAET U3-IOJ Kpasd
pebepHO¥ Ayru Ha 2 ¢M, Kpail a1acTUYHBIH, 6e3601e3HeHHbIH,
CeneseHka He MNaJkIUpyeTcs, NEPKYTOPHO pasMepsl HOP-
manbHble. Temneparypa tena 36,7°C.

Ananua kposu: Hb 126 r/x, ap. 4,2 + 10'%/71, p. 224 -
+10%/n, 1. 9 + 10%n, n. 4%, 3. 2%, c. 67%, mmd. 21%,
MoH. 6%, CO9 30 MmM/4.

XOpHABI ITOT& NIPH CTHMYJISLIMK IOTOBLIAEIEHNSA METO-
JIOM THIIOKaPIINHOBOTO aJleKTpodopeaa mo Gibson, Cooke (1959)
TpexxpaTHo: 55, 62 u 43 MmMons. Kan Ha TPUIICHH B pasBeje-
HUH 1 : 160 momoxkuTensHbIH.

PenTrenorpadus OpraHos IPpYAHON KJIETKH: YCHIEHHe,
crymenue U AeOPMALMA JIEFOYHOTO PUCYHKA B HEDKHUX
JonfAx, Me)xxpebepHble MPOMEXYTKH PACIIXPEHBI, TOBLIIIEHHe
NHeBMATH3AILHHY B BePXHUX OTAeNax Jerkux, oba xymona
zuabparMhl pacrosoXeHbl HU3K0, 06pATHOE PACIIONOXKEeHNe
BHYTPEeHHMX OpraHoB (situs viszerus inversus).

HEJUATPHS N 2, 2003y,

BpoHXOCKOIMA: ABYCTOPOHHHUA KaTapaIbHO-IHORHAIH oy,
ROGPOHXHT.

PenTresorpadus NPUAATOYHBIX Na3YX: NAHCHHYCHT,

Cnuporpadus: He3HAYUTENbHEIE OOCTDYKTUBHbIe Hapy.
mreHus GYHKIUM BHEUIHETO ABIXAaHUA.

dxorpadus: 06paTHOE PACIIONOKEHNE BHY TPEHHMX 0pry.
HOB; CTPYKTYpa DedeHH ANGM@PY3HO HEONHOPOAHA 3a cyer
VILIOTHEHMA CTEHOK COCYAOB IIOPTANBHOM CHCTEMBI, moxme.
JlyAOYHASA ¥Kee3a HeOLHOPOAHA TI0 CTPYKTYPE 3a CUeT 3Xomo.
3UTHBHEIX 06pasoBaHui.

OxoxkapauorpaduA: AeKCTpakapaus,
JIEBOTO JKeay0YKa.

BonpHo#i monyyan aHTHOAKTEPHANIBHYIO TEPAITHIO, CaKy.
nuouHBIe GPOHXOCKONUY, CUMITOMATHYECKYIO Tepanuio. [Ipy.
YeM M3 MeCT BHYTDHMBLIIIEYHBIX MHBEKIUA OT™Meuanach yuy.
TeNbHAT KPOBOTOYMBOCTS, & JIOKATBHO 06Pa30BbIBAIICH OBLIrkp-
HBIE KPOBOHIIMAHMA. PebeHKY IIPOBelieHO HCCeA0BaHHE Beey
3BEHBER CHCTEMEI I'eMOCTa3a —— COCYAMCTO-TPOMBOLHTADHO-
T'0, KOATYJIAIMOHHOTO H KOHEYHOI'O 3TATIA CBEPTHIBAHUA KPOBH,
KonugecTBo TPOMOOUUTOB B BEHO3HOH KpoBM 246 - 10%n;
axresus rpombouutoB 19% (27% B koHTpose); arperanus
TpoMBouuTOB, uHAYUUpoBaHHAA AID 51% (84% B xourpo.
ne), agpenanuHoM — 64% (100% B KOHTPOJE), KOAIATEHOM —
45% (65% B xoHTpONE), PUCTOMUUUHOM — 55%, (80% B KoHT-
poue); daxrop Bunnebpauaa 71% (100% B xoHTpONE); TpON-
6uHoBoe Bpema 13,9 ¢ (13,6 ¢ B KOHTpONIE), IIIUTOMODIHEK)-
BRI TecT 24,3 ¢ (23,4 ¢ B KOHTpOJE); ayTOMOIUMEPHIaL LS
moxomepos pubprra 26,6 ¢ (11,5 ¢ B KOHTPOJIE); reTepoONOAY-
mepusauna MoHoMepoB Gubpuna 15 ¢ (14,5 ¢ B KouTpone);
¢pubpunoren 3,4 r/x; aKTUBHPOBAHHOE NNApIIMAILHOE TpoMEon-
JnacTuHOBoe BpeMsa 48 ¢ (36 ¢ B xoHTpOJIE); TPOTPOMBHHOBOE
Bpema 20 c (18,5 ¢ B KOHTpONE); 3XUTOKCOBBIHA TecT 37,9 ¢
(26 ¢ B xoHTpOJTE); pacTBOPUMEIe GHODHHMOHOMEDHbBIE KOMI-
nexcel B mnasme 140 mxr/mur (38 MKr/Ma B KOHTpoRe);
NIIPOAYKTHI Aerpasauuy pubpUHOTEHa B ChIBOPOTKE 25,6 MKr/Ma
(orpuuarenbHble B KOHTpOJe); aHTutpom6buu III 100%
(100% B xoHTpose); XII a 3aBHCHMBIN JUIUC 3YTIA00YIMHOB
8 muH 20 ¢ (8 MUH B KOHTPOJIE); CIIOHTAHHBIA 5y 106y THHOBBI
aunsuc 300 mun (290 MuH B KOHTDOJIE).

PesynbTaThl UCCHeHOBAHMS CBHAETENLCTBYIOT O COYETaH-
HBIX HAPYIUEHUAX B CHCTeMe reMocrasa y GorbHOrO — cocy-
aucro-rpomboumTapHsix, gedunnre Gpaxropa Bunnebpania
M HApYIIEHWAX KOHEYHOI'O 3Talla CBEPTHIBAHUS KPOBH IO
TNy IUchHUOPHHOreHeMUH.

B cBa3u ¢ TeM, YTO ZETAM C XPOHUUYECKOH GPOHXONEr0Y-
HOI marojiorueit, B TOM umcie cuHApoMoMm KaprareHepa,
YACTO NMPMMEHAIOT WHBA3HBHBIE (IJIAHOBble U SKCTPEHHAIE)
MeTOAE! MCCJIEJOBAHUS U JIEUEHUsI, CaeJyeT IIOMHHUTH O BO3-
MOMHON KPOBOTOYMBOCTH, 06YCIGBIEHHON maTosoruei co-
€IHHUTEIBHON TKAHU, X IPOBOAMUTE UX IO KOHTPOJIEM COCTO-
AHUA TPOMOOITMTAPHOTO X KOATYIAILMOHHOI'0 3BeHbEB CHCTEMH
TeMOoCTa3a nocje NPeABAPUTEILHON KOPPEK IV BbIABIEHHBX
HapyILIeHHH,

TUTIeDAUHAMEY






