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Ovesy npodanas :
46, X¥ght, inv (18) (p11:g21)

Puc. 3. Kapuorun orma mpobanma: 46, XYgh+, inv (18)
(p11:q21).

YecKoe KOHCYJIBTUPOBAHWE C 00s3aTEJbHOH IMTOrE€HeTUYeC-
KO IpeHATaJIbHON NUarHOCTUKOM KapWOTHIIA ILIOZA.

B Bospacte 3 mecsaneB 60IbHOIN yMep, IPUUUHON CMep-
TH ABWJINCH HEKYNUDPYeMble CYIOPOKHBIH W THIIEPTEPMU-
YeCKU! CUHJPOMEI.

Takum o0pasoM, IpeACcTaBIEHHBIN KJIMHUYECKUI CJIy-
yail IeMOHCTPUDPYET DaHHee M TAXKEJOe TeueHWe CUHIPOMA
18q- y mamueHnTa ¢ OTATOIIIeHHBIM HACJIECTBEHHLIM aHAMHe-
30M, IOBJIEKIIIEE JIETAJIbHBIM MCXOJ B DPaHHEM BO3pacTe.
CBOeBpeMEHHOE IIUTOTEHETHUYECKOE O00CJIeJ0OBAHUE IIO3BOJIM-
JIO IPAaBWJILHO HOCTABUTH JUATHO3, BHEIABUTH XPOMOCOMHYIO
IIEPECTPOHKY Y OTIIa IPo6aHJa U OIEHUTHh PHUCK IIOBTOPHBIX
CJIyJdaeB IATOJIOTHX Y IIOTOMCTBA.

CileLyeT OTMETHUTH HEJOCTATOUHYIO OCBEI[€HHOCTH IaH-
HOM mpo6JIEeMBI W OTCYTCTBUE NIYOIMKAIWi C IOJOOHBIMHU
KJIMHUYECKUMU IIPUMEPAaMM B DPOCCUMCKOH IeguaTpuyec-
KOU mepuoguKe, YTO YKa3bIBAeT HA HU3KYIO BHIABIAEMOCTH
cuaapoma 18q- B pamHeMm Bospacte. CoueTaHrne CHUMIITOMOB
nopaxxenusa ITHC ¢ MHOKeCTBEHHBIMU CTUTMaMU IU33MO-
puoreHesa ABJISIETCA ITOKA3aHWEM [JI IPOBENEHUSA ITUTOTe-
HETUYECKOr0 O0CJIeIOBAHUSA U MEJUKO-T€HETMUECKOTO KOH-
CYJILTUPOBAHUA.
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CHUHAPOM AMEPCA Y PEBEHKA ITEPBOTIO T'OAA >KM3HU

Kadeapa akyuiepcTBa, TMHEKOAOTUY U ITEAUATPUU MEAUIIMHCKOTrO (paKyAbTeTa BeATOpOACKOrO TOCYAAPCTBEHHOTO
YHUBEPCUTETa, AeTCKas rOpOACKas OOAbHUIG, T'. bearopoa, PO

Cunznpom Afiepca (IepBUUHAS JIETOUHAS THIIEPTEH3USA —
IIJIT', mpuonaTtuueckas TUEPTPOPUs IIPABOTO JKETYI0UKA Cep-
noia, oosesHsr Ayerza—Arrilaga) — penkoe 3aboseBaHme, xa-
PaKTEPU3YIOIIeecs COBOKYITHOCTHIO KJIWMHUUECKUX IPU3HAKOB
CKJIepo3a CUCTEMBI JierouHoii aprepuu (JIA) (pesxuit quddys-
HBIN IIMAHO3, IOJIHUIIUTEMUSA, ONBIIIKA U BBICOKAA JIETOUHAS
TUIEPTEH3US CO SHAUUTEJHHOM rureprpodreil mpaBoil IOJIO-
BUHEI cepana) [1]. Bomepsrie curgpom ommcas B 1901 r. apres-
TuHCKUMU TepaneBramu Ayerza Abel u F.C. Arrilaga [2].

3aboseBaHUE BCTPEUAETCA KpaiiHe PEJKO — IPUMEDPHO Y
1—2 wva 1 maH nomynamuu [3, 4]. OHO MOXKeT HAUaThCA B
JIIO0OM BO3pacTe, B TOM UWCJE W B T'PYJHOM. JTHOJIOTUA 3a-
0oJIeBaHUS [0 HACTOAIIETO BpeMeHU HemsBecTHa. CyIrecTBy-
IOIUe TPEAIIONOKEeHUs ToBOpAT o ToM, uto IIJIT' Ha ceron-
HAITHUYN eHb He ABJAETCA 0OJIE3HBIO C €[UHOM 3THUOJIOTUENH
[5]. Cpenu BOSMOMKHBIX NPUYWH Pa3BUTHUA BbIAeaAoT BIY-
UH)EKIINI0, TOPTAIbHYIO THIIEPTEH3UI0, KOJIar€HO3bI, BPOXK-
JIEHHBIE CUCTEMHO-JIETOYHEIE IITYHThI, 3a00JIeBAHUS IIIUTOBUL-
HOM ’Kejie3bl, BPOKJEHHBIE IIOPOKM CEPAIA, COIIPOBOKIAI0-
miecsl YBeJIMUEHMEM JIETOYHOTO KPOBOTOKA, JIEKAPCTBEHHEIE
npenapaTthl (amberamubsl, L-tpuntodan u ap.) [5, 6]. B mo-
CJIeTHME TOABLI OOCYIKIAeTCA POJIb T'eHEeTHYeCcKUuX (haKTOPOB.
ITpumepro B 7% cayuaeB ILJII' — aTo cemeiiHoe 3aboseBa-
HHE, KOTOPOEe HACJIEeLYeTCA II0 AyTOCOMHO-IOMUHAHTHOMY THUILY

C HeINOJIHOM IIeHeTPAaHTHOCThI0. PUCK pasButusa ceMelHOM
TIaTOJIOTUY BHIINE Y JIUIL JKEeHCKoro moja [7].

ITaTorenes 3aboseBaHUA TaK)Ke HEIOCTATOYHO U3YUEH.
WsBectno asa tuna IIJIT'. IlepBbIit Tn, BeTpeuarolmuiicad B
OOJIBIIIMHCTBE CJIyuaeB, 00YCJIOBJIEH Pe3Koil rumeprpodueii,
Gubposzom, (PuOPO’JIACTO30M MBIIIEYHOTO CJIOS JIETOUHBIX
aprepuos. IIpu BTOpOM Tume, Gojee PeIKOM, OTMEYaeTcCs
PBIXJBIH 0a30(hUIbHBIN KJIETOUHBIN (HUOP03, IPUBOAAIIUN K
CY’XeHHIO M obinuTepanyy JIeTOYHBIX BeHYJ [8].

Paunwve cragum 3abosieBaHUs, KaK IIPAaBUJIO, HE PACIIO3-
HaoTcsa. OCHOBHOM CHMIITOM — OJBIIIKA. B TeueHmMe q0JrO0-
ro BpeMeHU OHAa OCTaeTCA eNUHCTBEHHBIM NIPOABJIEHNEM 3a-
0oJIeBaHMA, IOITOMY 3aUACTYIO AMATHO3 CTABAT IIO3HO, KOTAA
TIOSABJISETCS BhIPAYKEHHOE ITOpakeHue COCYIOB JerKUX — TOT-
Jla IIPUCOEAMHSAIOTCA IIMAaHO3, IOJUIIUTEeMUs, paclUIupeHue,
IIPABOCTOPOHHAA TUNEPTPOMOUA U HEJOCTATOUHOCTH IIPABOTO
cepama (CHUHIPOM <«JIETOYHOTO» CepAIla) C IOBBIMIEHHBIM
BEHO3HBIM [JaBJIEHHEM, IIPU AyCKYJIbTAIIUU aKIEHTyallusa U
ycunenue II Touma maxg JIA, xjomatromuit I Tom; mHa OKI —
IIPaBOCTOPOHHUM TUII, IPABOCTOPOHHAA TUNepTPOdUA cepr-
IIa BCJIEJCTBUE IIeperpy3KU, HapyllleHUe BHYTPUIKEJIYHOou-
KOBOM IPOBOIUMOCTHU, Ha 0030PHOI PEHTreHOTpaMMe — YCH-
JIEHUE JIETOYHOTO PUCYHKA B IPUKOPHEBOI 30HE, BHIOyXaHUe
nyru JIA [5, 6, 8].
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TIpuBeneHHbIE BHIIIE HAHHBLIE CBUIETEIBCTBYIOT O CJIOMK-
HocTH mocTaHOBKM muaruosa ILJIT', ocobemno y mereit 1-ro
rojia KU3HU, IIOCKOJbKY €IWHCTBEHHBIA KJIMHUUECKUN IIPU-
3HAK — OJBIIIKA — Y JeTell MePBhIX MECHAIEeB MOXKEeT ObITh
CHUMIITOMOM MHOTHUX 3a00JieBaHuii (BPOKIAEHHBIH TOPOK Cepj-
1ma, 60Jie3HU OPOHXOJIETOUYHOI cucTeMbl, mHpernuu). IIpu-
BOAMM HAIlle HaOJIOJeHNe.

Mama T., 1 mec., mocTymmia B AETCKYIO TOPOICKYIO
OoospHUIYY T'. Besropom ¢ ’KeJTyxoil HOBOPOXKIEHHBIX. U3
aHaMHe3a U3BECTHO, UTO AEBOYKa POAMJACH OT I GepeMeHHO-
CTHU, IIpOoTeKaBIIeil ¢ yrposoil npepriBanus Bo II mosoBune,
XPOHUUYECKO! (DeTomIaleHTapHON HEeJOCTATOUHOCTHIO, XPO-
HUYECKOHM BHYTPUYTPOOHOM rumoxcueil mioga. Poasl B CpoK,
cTpemuTtesnbHble. OTMEUEHO IIPEXKIEBPEMEHHOE U3JIUTHE OKO-
JIOILJIONHBIX BOJ, MaJyioBogue. Macca Teja HpU DPOKIEHUU
3670 r, mnmuua 51 cm. Omenka mo mKaige Anrap 8 6aJioB.
K rpyzu mpunoskeHa Ha 2-e CyTKH, B3syia akTuBHO. Ha 3—
4-e CYTKU ’KU3HU IOABWJIACH (DUBMOJIOTHUUECKAA KEITyXa,
KoTopasd K 6—7-M cyTKaM yMeHbIIWJIAach. [[eBOUKa BBITIHCA-
Ha U3 POAUJIBLHOTO JOMa JOMOI B YIOBJIETBOPUTEIHLHOM CO-
CTOSTHMM Ha 7-e CYTKHU 'KU3HU. B Bo3pacrte 3 Hemgesb oTMe-
YEHO YCUJIEHUE JKeJITYXU.

Pomurenu neBouku 3m0pOBEBI, MaTepu 27 JjieT, oTity 24 ro-
na. HaciencTBeHHOCTD OTATOINEHA IO JIMHUY MaTepyu — BPOXK-
JIEeHHBIM TIOPOK Cepjlia, KOApPKTAaIlUsa aopThHI.

O0BEeKTUBHO 00IIlee COCTOSTHME IIPU IIOCTYILJIEHUU CPe.-
Hell Tsokectu. TesocyokeHue npaBuibHOe. KocTHadA cucre-
Ma 6e3 medopmaruii. Uepen okxpyrioit ¢dopmsel. Bosabmioit
poxuuuok 2,0x2,0 cm. Macca Tena 4100 r (mpubaBKa 3a
1-it mecar 430 r), giuHA 54 CM, OKPYsKHOCTh T'OJIOBBI 37 €M,
OKDYKHOCTb Tpyau 35 cMm. BckapmimBaHTe eCTeCTBEHHOE,
COCeT aKTUBHO.

KosxHble TOKPOBBI NKTEPUYHEIE C JUMOHHBIM OTTEHKOM,
JIAIOHW W CTONIBI HEe IPOKpAllleHbl. BuauMbie CIN3UCTBIE
000710uKY 0JIeIHO-PO30BLIE, BJIAKHBIE, OJIECTAINNE, CKJIEDHI
cyOouKTepuuHble. [IOAKOKHO-’KUPOBOI CJIOH PasBUT yIOBJIET-
BOPUTEJILHO, pPacupeniesieH paBHoMepHo. Typrop Tkaueil co-
XpaHeH.

HocoBoe nrixanme cBobomuoe. I'pyaHaa KIeTKa IMUIUHT-
puuecKoil GopMbI, B aKTe JbIXaHUS YIACTBYET PABHOMEDHO.
TIepKyTOPHO HAJ JIETKUMU JIETOUHBIN 3BYK, ayCKYJIHTATUBHO
IBIXaHUe MyspuibHOe, Xxpunos Her, Yl 36 B mun. O6i1acTb
cepIia BU3yaJbHO He M3MeHeHa. I'DaHUIIBI OTHOCUTEJIHLHOMU
CepJIeYyHOU TYIIOCTH B IIPeJeJiaX BO3PACTHON HOPMBI. TOHBI
cepAla PUTMUYHBIE, T'POMKMNE, CHCTOJUYECKUH IIyM CJia-
00if MHTEHCHBHOCTU, MATKUM HaI Bceil 00JacThIO cepjara.
YCC 130 B muH.

JKuBor 06bIUHOM GHOPMBI, MATKUH, O0JIE3HEHHOCTH IIPU
najbnanuu HeT. [leueHb y Kpasa pebepHOH ayru, Kpail poB-
HBIM, 9JIaCTUYHBIN, IPXU HaJblanuu 6e300ge3HeHHa. Pusno-
JIOTUYECKIUe OTIPABJIEHUA B HODME.

HeBposormueckuii craTyc: CO3HaHUE SCHOE, CYLOPOT
HeT, B3/ (PUKCUDYeT, NePUOAUYECKU B3ApPAaruBaeT, OT-
MeuaeTcs «(UKcamua» B30pa, HEIMOCTOSHHOE CXOAAIIEECs
KOcorJiasme, KPUBOIIEs, CAMIITOM <«KOPOTKOM» Illen, OTEeK
MATKUX TKaHeH B 006JIaCTH IIIEHHOTO OTAeja IIO3BOHOUHUMKA,
MBIIIIEYHBI TOHYC CHUKEH B HVIKHUX KOHEUHOCTSIX, CYXO-
SKUJIbHBIE De(JIEKCHI JKUBBIE, PedIEKCH OPAJBHOTO U CIIHU-
HaJIbHOTO aBTOMAaTHU3Ma AKTUBHBIE.

Amnanus KpoBu npu nocrymienun: sp. 4,0+10'2/1, Hb
119 r/n, Ttp. 288-10%a, n. 10,0-10%/71, 3. 3%, u. 1%,
c. 32%, aumd. 57%, moH. 6%, COI 3 MM/u.

OOmuit aHaaus Mouu 0es3 IIAaTOJOTHUMH.

BuoxuMmuueckuii aHaIn3 KPOBU: TJIIOKO3a 3,7 MMOJb/J,
ouimpy6oun Hempamoit 146 mrwmosaws/n (Hopma 2,5—10,3
MKMOJIb/JI), obIuit 6eysoK 57 r/i1, ans0yMuHbsl 63% (HOpMa

55—60%), AJIT 0,2 mmous/a1 (Hopma 0,1—0,68 MMmoub /),
ACT 0,25 mmoan/a (Hopma 0,1—0,45 MMoaIb/J1), KaJXbIUi
2,12 mmoab/n (Hopma 2,5—2,8 MMOJIb/J).

NmmyHODEPMEHTHBIH aHAJN3: BBISBJIEHBI anTtuTena 1gG
K IIMTOMETaJIOBUPYCY, WHIEKC aBupHocTu 86% ; aHmTuUTeNa
IgG x BuUpycCy reprmeca, MHAEKC aBuZHOCTH 93% .

Mapkeps! BupycHbIX renatutoB B,C u D mMcKIOUYEHEI.

IKTI': puT™M CUHYCOBBIH, JIEKTPUUECKAA OCh OTKJIOHEHA
Brpaso, YCC 190 ya. B MuH, IpuU3HAKU HArpy3Ku Ha IIpa-
BoIi Keamypouek (IIVK), merabosmuecKre HapyIIeHUS MUO-
Kapja.

IneKTposHIedasorpadusa: pesKoe CHUMKEHUE OMO03JIEK-
TPUUECKON aKTUBHOCTH MO3Ta, IPU3HAKU Ipyb6oil Helipodu-
3WOJIOTUYECKOI HE3PEeJIOCTH.

Penrrenorpadusi OpraHoB TPYAHONA KJETKW: JIETOUHBIE
MOJI YMEPEeHHO B3AYThI, COCYLUCTO-UHTEPCTUIAAILHBIA DPU-
CYHOK B IIpefieJiax HOPMBI; T€Hb CEPAILlA PACIIUpPEHA 34 CUeT
npaBoro (IITI) um seBoro mpencepmuit (JIII), II¥K. JleBwrit
skeaynouek (JIK) ymeHbIlleH B pasMepe; BUJIOUKOBAas JKeJjiesa
yBeJInJyeHa.

IIpu Y3U BHYTpEHHUX OPraHOB IATOJIOTUY HE BBISBJIEHO.

V3U cepama: BoipakeHHas rumneprpodus MuOKapaa
000X KEJIYZOUKOB UM MEKIKeJTYLOUKOBON IIePErOPOIKU,
IUaTanusa IpaBbIX OTAeNO0B, mosocTh JIVK cyxeHa, 3amHas
crenka JIJK 4/6 mm, nmamerp aoptsl 9 MM, quamerp JIIT 11
MM, nosiocts IIVK 10 MM, nepenusasa creuka IIJK 6 mm, JIA
Ha ypoBHe KjamaHoB 10 MM, Hang kJjanamom — 16 MM, Ha
ypoBHe BeTBeii — 6 MM.

VuurhiBas JaHHBIE aHAMHE3a, KJINHUYECKON KapTUHEI,
OTIOJIHUTEILHBIX METOJOB HCCJIEJOBAHUS, B KauecTBe Hau-
0oJiee BEpPOATHOTO OCHOBHOI'O [UArHO3a pPaCcCMaTpPUBAJICA
BPOJKIEHHBIN MOPOK cephlia, runomaasusa JIGK. Ha mepuon
obcyiefoBaHus ObLIa HA3HAYEHA CUMIITOMATHYECKAS TEePAIIUs
B Buge uHdysuu 5% pacTBopa IIIOK03bI, 2% pacTsBopa pu-
OokcuHa, 2% pacTBOpa meHTOKcu(puaInHa, 25% pacTBOpa
MarHus cyJsabdara, acmapkKama, yrjisg aKTUBUPOBAHHOIO, (e-
HOOapOuTama.

Ha 4-e cyTKM rocumTajausanuyd COCTOSIHUE J[AeBOUKU
pesko yxynmuiochk. IlogBMICA IIMAaHO3 HOCOTYOHOTO TpEY-
rosibHUKA. KOKHBIE ITOKPOBBI MKTEPUUYHBIE, BUJUMEIE CJIV-
3UCThIe 000JI0UKY 0J1eTHO-po30Bhie. OTEKOB HeT. AyCKyJbTa-
TUBHO JbIXaHWE B JIETKUX IIy9PUJIbHOE, TAXUIIHOd N0 45 B
muH. TOHBI cepAlla PUTMUYHBIE, TPOMKWE, CUCTOJIUYECKUI
mryM rpyoObIil, MHTEHCUBHLIN HaAJL Bceil 00JIacThIO ceppala,
npoBogutca Ha crnuHy, YCC 160 B muH. Ileuenn+1,0 cm,
cejie3eHKa He yBeauueHa. DuU3NOJOTHUECKUE OTIPABIEHUS
He HapPYIIeHBHI.

Haunrle Y3U cepAama u BHYTPEHHUX OPTaHOB, Jiabopa-
TOPHBIE TOKasaTeau mpekHUe. JleueHme mpoxosxeHo. Co-
CTOSIHUE OCTaBaJIOCh CTAOMJILHO TSMKEJIBIM.

Ha 9-e cyTKu rocuuTannsanuy COCTOSHUE YXYIIINIOCH.
PebGeHok oTkasbiBaeTcs oT enbl. Banwrit. Ilpu dusmueckoit
Harpy3Ke BBIPAYKEH I[MAHO3 HOCOT'YOHOrO TPEYyroJbHUKA.
KoKHble TOKPOBBI CyOMKTepuUUHbIe, OJequble. Typrop TKa-
Hell cHmkeH. Macca Tena 4054 r. Ilpu aAbIXaHUU BTAMKEHUE
YCTYIMUUBBIX MECT I'PYJHON KJIETKW, ayCKYyJIbTATUBHO JbIXa-
Hue kecTkoe, Yl 60 B mun. B obsactu cepzaia dopmupy-
ercsi cepaedvHbI rop6. I'DaHUIBI OTHOCHUTENIBLHOU TYIIOCTU
cepAiia paciupeHsl BopaBo Ha 1,0 cm. Toubl cepaiia rpoMm-
KHUe, PUTMUYHBIE, | TOH paCIIeneH, CUCTOJUYECKUN IITyM
rpy0OsIii, Taxukapausa 1o 160 B8 mun. Ileuens+2,0 cm, ceie-
3eHKa He yBeanyeHa. MouercIycKaHue He HapPYIIEeHO.

B xyimMHWYECKOM aHaIM3e KPOBU IIOABIJIACH aHEMUS (9D.
3,6-10'2/1, Hb 92 r/x, us. mok. 0,78, Ht 27%), tp. 252+ 10°/1,
JIEAKOIUTO3 co caBurom opmyJisl Biaeso (1. 16,8+10°%/i,
0. 0,5%, u. 2%, c. 710%, aumd. 22%, mou. 5,5%), COI
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3 MM/4, TOKCHUECKAsd 3ePHUCTOCTh HENTPOPHUJIOB, BpPeMs
cBepTHIBaHUA KpoBU no CyxapeBy: Hauayio 4 MUH, KOHeI 5
MUH.

BuoxumMuueckuil aHaIu3 KPOBU: OUIUPYOUH HEIPSIMOM
98 mrmoan/a, AJIT 0,28 mKMosib/J1, 00IIMi GesoK 57 r/i,
anpObymMuHbl 64% , cmamoBeie Kuciaorel 100 ex (mopma mo
220 ex), CPB oTpuaTeabHbIi.

IXOKT -uccinegoBaHne: KOHEUHBIN AUACTOJUYECKUIA
pasmep JIGK 1,46 MM, cucrommueckuit — 0,6 mm; JIGK
YMEeHBIIIeH B 00'beMe, CTeHKH! YIIOTHEHBI, TOJIIMHA MUOKAaP-
na sagueii crenku JIGK 0,32 MM, sKCKypcusd 3agHeil CTeHKN
JIK 0,49 MM; ToONMIMHA MEXKIKEJIYIOUYKOBOM IMeperopogKku B
nuacroany 0,58 MM, skckypcus meperopoaru 0,3 MM; Mur-
PajbHBIN KJIaIaH: CTBOPKU TOHKUE, NOABUsKHEBIE, B JIII Jo-
mupyercss MeMOpaHa; TPUKYCIUAAJIbLHBIN KJAlaH: CTBOPKU
TOHKWE, IONBUKHBLIC, PErypruTanus 2+; pasMep MOJOCTHU
I 2,0 mm3, qunaranua II3K u IIII; pasmep mosmoctu JIII
1,9 mm3; JIA pacmimpeHa; IpPOCBET KOPHS aopThl 1,2 MM;
pacxoikeHne CTBOPOK A0PTAJLHOrO KJAIlaHa 3-CTBOPUATOE;
KO 5,6, KCO 0,5, CV 5,1, ®U 91% , nasnernvie B ILK 26 v pr.cr.,
B aopre Pgr 4,0 mm pr.cr., B JIA Pgr 306 MM pr.cT.

3akaiouenue: runomnasus JIJK. 3-mpexncepanoe cepa-
e, ¢pubpoasacTos sHAokapga, OAIl (4 mm), auIaranus
IIPaBBIX OTHEJIOB CEPAIla, HEZOCTATOUHOCTL TPUKYCIIHIATb-
HOTO KJIalaHa, HeJOCTATOYHOCTh KJjamaHoB JIA 1,5+; mpu-
3HAKM JIETOYHON TI'MIePTeH3UU.

PebGeHOK mosyuast jedeHue: BHYTPUBEHHAA UHQY3UA —
10% pacTBOp IIIOKO3BI, 4% pacTBOp Kaausa XJopug, 25%
pactBop MarHusa cyJabspar, 2% pactBop puborcuua, 0,9%
(pUBMOIOTNUECKUIT PACTBOP, KOHTPUKAJ 3 THIC 3 pasa B CyT,
neKcameTasoH, 1% pacTBop Jasukca, medorakcum 200 mr
2 pasa B cyT, nuKgodhepoH. O6muit 00beM MHDY3UU COCTAB-
nan '/, dusuomoruveckoil morpe6HOCTH. BHYTPL AUTOKCHH
B mose 0,015 mr 3 pasa B cyT, audJiokas, penobapourTal,
oudugymMOaKkTEPUH.

Ha (oHe eueHUs TAKECTH COCTOIHUA PeOEHKA yCYTy-
ounach, moABmMyach cybOdebpuiabHad Temmepatrypa. Kpuk
0OJIe3HEHHBIN, CJIA0OBIA. AauHAMMNs, OOIIas BAJOCTh. KO-
HbIE€ IIOKPOBBLI OJIefHBIE, IINAHO3 HOCOI'yOHOTO TPEYrOJbHU-
Ka, MATKMe TKaHU ImacTo3Hbl. Ha ryfax ImeHHMCToe OThessie-
moe. Oppimika cMeIrnanHoro xapakrepa, 41 80—100 B muH,
B JIETKUX KPEIMUTHUPYIOIHe Xpunbl. TOHBI cepilia IIPUrIy-
meHbl, purmuunble, YCC 160 B muH. Ileuennp+4,0 cm. Ha
13-e CyTKM TOCIMTAIM3ALUYN IIPOM3OIILIA OCTAHOBKA CEPJ-

1Ia, JIETOYHO-CepieuyHas peaHmManusd 0e3 sddexra u KOH-
CTaTHUpPOBaHA CMEDPTh.

IIpu mpoBefeHMU TATOJOTOAHATOMUYECKOTO BCKPBITHUSA
C TIOCJELYIOIMM THCTOJIOTUUECKUM MCCJIEeJOBaHMEM MaTe-
puasia 6vu1a BeIsiBIeHA I1JIT cocyzoB Mayioro Kpyra KpoBooG-
paiieHus, o0yCJIOBJIeHHAs IEPCUCTEHIMEH (eTaJbHBIX ap-
Tepu#l B JIETKUX, UX Truneprpodueil, ¢ pasBuBamwIleics
obsimTepanyeil pe3KO CyKEHHBIX IIPDOCBETOB KOHEUHBIX Das-
BeTBJIeHU# BeTBeil JIA ¢ yuyacTKaMu NpeKanWISPHOH 00-
CTPYKIIVM, YTO ¥ IPUBEJIO K JIETOYHOH I'MIEPTEH3UM, BhIpa-
JKEHHOIH IIeperpysKe IPaBBIX OTHEJIOB CEPAIA, MEKIKeIyI0u-
KOBOIl IIePEeTOPOAKY, DPa3BUTUIO NUCTPOPUU MUOKapAa u
OCTPOMY HEKPO3Y OTAEJIbHBLIX MBIIIEYHBIX BOJOKOH. BrIABIIE-
HO HEeIOPa3BUTHE OTHEJbHBIX TEPMUHAJIBHBIX OPOHXMOJI.
JaHHBIX 3a BPOYKIEHHBIN ITIOPOK PA3BUTHUA CEPAIA IPU ayTOI-
cur oOHapyKeHO He ObLIO. MopdosiornuecKkux IPU3HAKOB
aKTUBHOHM WM TMEepPeHeCeHHON BHYTPUYTPOOHOH MHMEKIUU
TaK’Ke He BBIABJIEHO. VI3MeHeHUA B CepAlle HOCUJIM BTOPUU-
HBIH XapaKTep W OOYCJIOBJIEHBI IATOJOTHEN COCYAUCTOTO
pycia B JIETKUX.

ITaTomoroanaToMuyecKuii AMArHO3: OCHOBHOe 3a0oJieBa-
HHUE — BPOMKJEHHBIN UIUOMATUUYECKUH 00IUTEPUPYIOMINA 9H-
IapTepro3 COCYyIoB Jerkux (6osesnb Aiiepca). POHOBEIE CO-
CTOAHUA: HEJJOPABBUTHE OTJEIbHBIX TEPMUHAILHBIX OPOHXOB,
TUIONJIA3UA KOPHI HAAIMOUeUHUKOB. OCJIO}KHEHUS OCHOBHOTO
3abosieBanusa: runeprpodusa [ u Me:KerTynouKoBOi mepe-
ropoaKu (PKeJIyJOUYKOBbIN nHAeKC 2,25 mpu Hopme 1,3), Hemo-
CTATOYHOCTH IIPABOTO ATPHMOBEHTPUKYJIAPHOTO KJanaHa (IIepu-
meTp 40 MM npu HopMe 27 MM), HEZOCTATOUHOCTH KJIATIAHOB
JIA (mepumerp 35 MM mpu HopMme 23 MM), Truneprpodusa
cresok IIIl m gunaranusa ero moJoCTH, OUCTPODUUECKUE W3-
MeHEHUs MUOKap/a IPaBBIX OTJEJIOB CePAIla U MEXKIKeIy 0u-
KOBOH IIEPETOPOAKU C PACCETHHBIMU OCT-PHIMU HEKDPO3aMU
MBIIIIEUHBIX BOJIOKOH; 5M(u3eMa JErKuX; TUAPOIEePUKapH;
aKnuaeHTanbHasaA TpaHchopmarusa tTumyca III cremenwm.

OnucaHHBIM KJIMHUYECKUM CJydyail MHTEpeceH pemxKoc-
THI0 3a00JIEBaHMUSA, CJIOKHOCTHIO IMOCTAHOBKMU AMATHO3a, BbI-
Pa’KeHHBIN IIMAHO3 KOMKHBIX IIOKPOBOB IIOSIBUJICS TOJIBKO B
TepMUHAJBHOM Iepuoje 3a00JIeBAHUA U AOBOJIBHO IIPOHOJI-
SKUTEJBLHBIM Iepuoj 0O0JIEe3HW OCHOBHBIM [JUATHO30M OBLI
BPOKJAEHHBIN TOPOK CEP.AIla, CUHIPOM THUIONIA3UU JIEBBIX
OTZeJIOB cepAana. [aHHBIN TpUMep WLIIOCTPUPYET BEAYIIYIO
posb B pasdButuu BpokiaeHHOUN (opmbl IIJIT' mepcucrenmum
«(eTaNbHBIX» apTEePUil B JIETKUX U UX THUIEPTPOMUIO.
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