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Inctuonurongnas kapauomuonarus (TKMII) - penxoe,
FeHeTIYeCKH e TePMIHIPOBAHHOE 3a60/1eBaHIe CepAiLia B PaH-
HeM JIeTCKOM BO3pacTe, IPenMyIeCTBeHHO HabITIofatoleecst
y ZeBouek Miapule 2 et [1-3]. 3aboneBaHue Hacnenyercs
T10 Ay TOCOMHO-PelleCCHBHOMY IPM3HAKY. B HacTosIIee BpeMs
cuntaercs, yro KMII aBngeTca nposBaeHneM naTonornm
MUTOXOHJIPUIL, YTO HOATBEPXKJaeT ee OlpefeeHne Kak
TePBUYHON Te€HETUYECKN NeTEPMUHMPOBAHHOM Kapjno-
muomnatuu [1-3]. O6¢cy)maeTcst BepOATHOCTD PasBUTHs
60/e3HN IpY BO3LECTBUY IIOBPEXAAIUX (aKTOPOB
B CPOKI reCTalny 5-6 Heflesb, KOTja 0COOEHHO aKTHBHO MPO-
UCXORUT GOPMIPOBAHNE STIEMEHTOB IIPOBOJIIIIET CHCTEMBI
ceppla — 3aKJajjka CIHYCOBOTO M aTPUOBEHTPUKYILAPHOTO
y3J/I0B, BHYTPUIIPEACEPAHBIX IyTell, fudpdepeHnnpoBKa
9MOPMOHAIBHBIX BOMOKOH IIypKuHbEe B K/IETKM IIPOBOMS-
ment cuctemsl [2]. OTMedaercs, 4To pe3koe 0bOCTpeHue
U yTsDKeneHue 60Ne3HN MOXXET OBITh CIIPOBOLMPOBAHO
IpOoUIAKTIYECKOI IPUBUBKOIL, BUPYCHOI nHPeKimet [1].

Mopdonornuecku ['KMII xapakrepusyercs pa3sBUTIEM
AQHOMAJIBHBIX KJIeTOK [IypKiMHbE — TMCTNOLNUTOIOL00HBIMIU
HEeHUCTBIMY (OHKOLMTAPHBIMM) KJIETKaMU, B LIUTOIIa3Me
KOTOPBIX COJEP>KUTCS OOJbIIOe KOMUYEeCTBO JIUINUIO0B U
IJINKOT'€H, CKOIIEHVSI KOTOPBIX IIPEUMYILeCTBEHHO BCTpe-
YaI0TCA MO XOY MPOBOZAILEH CHCTEMBI CepALa, a TAKXKe
MOTYT PacIo/araTbcs B APYTUX OT/ieIaxX CEPAL, B TOM UICIe
Ha CTBOPKAX CephevHbIX KTanaHoB [1-3]. IIpn okpacke cy-
IaHOM YepHBIM B LIMTOIIa3Me TUX KIETOK OOHApY>KMBa-
I0TCS1 MaJIeHbKIIe TPaHYIIbI, OTCYTCTBYIOIIME B HOPMa/IbHBIX
COKPATHUTETbHBIX KapAMOMUOLVTAX. XapaKTepHO Hamdue
B IUCTHMOLMTONIHBIX KJIETKaX GOJIBIIOro KOMmuecTBa fiehop-
MUPOBAaHHBIX MUTOXOH/PUIL, 3aHUMAIOLINX OOJIBLIYIO YaCTh
KJIeTOK M IIPUIAIOMINX el CIIenyUYecKyIo 3epHICTOCTD IpK
CBETOBOI MUKpOcKommu. [Ipu 3/1eKTpOHHO MUKPOCKOINA
B TYICTVIOLMTOMJHBIX KJIeTKaX 0OHaPy>KUBAeTCA MHOTO M-
TOXOH/IPUII IPUYYAINBOI (POPMBI C HUSKIM COfiep>KaHMeM
muroxpoma b. ITpy UMMYHOTMCTOXMMIYECKOM MCCTIeOBa-
HVM TUCTHOLMTOUHBIE KIeTKU OKPAIIUBAIOTCA aKTUHOM,
[eCMIHOM ¥ MUOITIOOMHOM, YTO CBUJETETbCTBYET 00 MX
MBIIIEYHOM IIPOUCXOXKICHNUN.

Bapuantamu Hapymenuii cepgeynoro putma npyu 'KMII
ABNAIOTCA CUHAPOM Bonbda - ITapkmuHcoHa — YaiiTa, xe-
JTy[OYKOBas TaXUKAPAVA WM GUOPUIIIALNA XKETYIOIKOB,
KOTOPpBbIE IIPMBOIAT K OCTAHOBKE CepAIla ¥ BHE3AITHOI cep-
meqnoit cMeptu [3]. MiHorma I'KMII mMaHudectupyer Kak
TSDKesIasA Y/IaTallIOHHAA KapiOMMOTIATHA C BBIPAyKeHHO

CepHEYHOI HeOCTaTOYHOCTDIO, YTO TPeOyeT BLIIOTHEHUA
ollepaluii 1o nepecajjke cepilia B OTHAE/IbHBIX CIydasx [5].
Y marnmentos ¢ TKMII Habmonatotcst y4yaiieHHOe cepriebie-
HJIe, HapyLIeHVs AbIXaHVA (UCIHO9, allHO3), paclIMpeHue
BEH IlIeN, AyCKy/IbTaTMBHO BBICTYIIVBAIOTCS JIETOYHbIE XPUIIBL,
cepeyHble IIYMBI.

OtcyrcTBUe crenudu4ecKoil KINHUYIECKO CUMIITO-
MaTMKM PE3KO 3aTPYAHAET NPVDKM3HEHHYIO NMAaTHOCTUKY
I'KMII, xotopast pakTudecky CBORMUTCS K OMOIICUY CepALiA.
I[Tomasrstioniee 60BIINHCTBO CITYYaeB, OIMICAHHBIX B HAYYHO
JmTeparype, 6510 AUATHOCTUPOBAHO ocMepTHO. Crrerpudu-
veckoro nedernst TKMII ne cymiectByet. Habmogaromuiecs
npu I'KMII aput™Muu u ceppiedHas HEOCTATOYHOCTD, 00-
YCIOBJIEHHAsA AVIaTalliell CepAlia, YCTOMYMBBI K 6a31cHOI
Tepanuy, NpUMeHAeMOI1 B Kap/IMOTIOTUMA.

B mpaxTuke oTfiena CIOKHBIX 9KCIIEPTU3 BCTPETUICA
CIIeYIOINIA 3aC/Ty>KMBAIOWMII BHYUMAHNUA C/Tydall CMepTU
pebeHKa )KeHCKOTo 11071a B paHHeM M/IaIeHIeCKOM BO3pacTe
ot 'KMII.

JleBouka pouach OT TpeTbell 6epeMeHHOCTH, TPETbUX
CPOYHBIX OIIePATUBHBIX POZIOB (KecapeBo ceueHe). [IBe mep-
Bble OepeMEHHOCTH Y MaTepy IIpOTeKamyu 6e3 0C/I0KHEeHMI],
TaK>Ke 3aBEePIIVJIVIC ONlepalAMM KecapeBa CEUeHMs, NeTn
3I0pOBBL. bepeMeHHOCTh TpoTeKaa Ha POHe HOCUTENTbCTBA
aHTUTEN K BUpYCy renaruta C, yrpo3bl HeBbIHALINMBAHNA Oe-
pemenHocTH. B cpok 6epementoctu 10 Hepenb MaTh pebeHKa
IepeHec/a BeTpAHYIo ocny. Takyke y Hee 0OTMeYasach 0CTpas
pecnuparopHas BUpycHas MH(eKIMA B CpOKe OepeMeHHOCTI
13 Hepenb. [leBOYKA pOAMIIACD )KUBOIL, JOHOLIEHHOI, BECOM
2630 1, poctom 50 cm. Ouenka rmo uikasae Amrap 8/9 6anos.
B ponuibHOM foMe OBV BBIIIO/THEHBI IJIAHOBbIE IPUBUBKHA
oT TyOepKysiesa 1 IepBasi IPUBIUBKA OT remaTuTa B.

ITocne BBIMMCKM U3 POATOMA HeBOYKA HAOIONATACh
B [TO/IMK/IMHIIKE IT0 MECTY >KUTE/IbCTBA, XOPOLLIO IpubaBsia
B Bece (B MecA4YHOM Bo3pacte Becuna 3800 r). Kaknx-m6o
0COOEHHOCTelT B Pa3BUTUU [JeBOYKM He OTMEYanoch, MaMa
pebenKa anob He MperbsIBIIsIIA.

Yepes Mecsi1] HOC/IE POKAEHNS B IIONIMK/INHIKE peOeHKY
Obl/a BBIIIOJTHEHA OYepefHas IIPUBUBKA OT remaruta B, pe-
aKIMYU Ha KOTOPYI0 y pebeHKa He Habmomanock. 25.09.2014
Marb pebeHKa 00paTIIACh K yIaCTKOBOMY Bpady-IefUaTpy
¢ kajobamMy Ha BHE3AIIHO BOSHMKIINIT y pebeHKa 6e3 Ka-
KUX-7IM00 OYeBYJHBIX IIPUYMH IIPUCTYII B BYUJiE OCTAHOBKM
IBIXaHIS U [IMAHO3a HOCOTYOHOTO TPEYrOIbHIKA, KOTOPDIIT
COIIPOBOXK/IAJICA BbIfle/IeHNeM IIeHbI n30 pTa. IIpu ocMoTpe
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obuee cocTosiHME pebeHKa ObIIO YOBIETBOPUTEIbHOE,
IbIXaHMe Yepe3 HOC CBOOOMHOeE, IIPM ayCKYIbTALVIY OBLI
ycraHoBjIeH f06aBouHblil III TOH 1 cucTOMMYecKnit mym,
JacTOTa CepAeYHBIX COKpallieHNit 6bita B HopMe (140 ya./MuH).

ITo HaTIpaB/IEHNIO Y9aCTKOBOTO IIeAVaTpa MaTh C peOCHKOM
B TOT K€ JIeHb OOPATIIINCh B PAllOHHYIO IETCKYIO OOIbHIUILY,
IZie IeBOYKe ObI/Ia BBIIOJIHEHA peHTreHorpadus OpraHoB
rpynHoit KieTku. Ha peHTreHOrpaMmMe 0TMeYaIoch yCujeHne
JIETOYHOTO PUCYHKA B IIPUKOPHEBBIX OT/IE/IAX [0 COCYAUCTOMY
THILY, @ TAKOKe yBeNUYeHMe CepAlia B pasMepax co CMelleHIeM
€ro BJIEBO, CITIAXKEHHOCTb KOHTYPOB cepaLa. OT peIoxKeH-
HOJT TOCIIUTA/IN3ALINY [ HAIbHEIIIIIETO 00C/IeOBAHISI MAaTh
pebeHKa oTKasamach, Hoobenas 06paTUTbCs B OOIBHNUILY
IIOBTOPHO II0C/TE YIKMBAHNS OBITOBBIX IIPOOTIEM.

OnHAaKO Be4epoM C/IeNYIOLIEro [Hs, CO C/IOB MaMbl, -
BOYKA BHE3aITHO «BCKPUMKHYJIA, 3aIlIaKaja, 3aTeM Cjienasa
HECKO/TbKO ITyOOKNX BIOXOB M 3aMONJaja, CTaaa pe3Ko
6menHOI». Matb focTaBumIa pebeHKa Ha JaCTHOM TPAHCIIOPTe
B PalfOHHYIO 6OJIbHMUITY, HO HA MOMEHT NOCTYIIIEHNUS OblIa
KOHCTATVPOBAHA CMEPThH JJeBOUKIL

ITpu 11aTOI0r0aHATOMITIECKOM UCC/IEIOBAHNI TPYTIA ICBOUKI
6BL/I0 YCTAaHOB/IEHO YBe/MM4IeH1e Macchl cepana (38 T, mpu Hop-
Mme (21 £5) r [4]), npusHaku oTeka jnerkux. [Ipy moBTOpHOM
TYCTOJIOTMYIECKOM JICCTIEOBAHNUI MUKPOIIPEIIapaToB BHY TPEH-
HJX OPTaHOB U3 TPyIa pe6eHKa M UMMYHOTUCTOXMMIYECKOM
VICCTIE{OBAHNI MUKPOIIPEIIAPaTOB Cep/lla, BBIIIOTHEHHBIX
B paMKax IIPOU3BOJICTBA KOMICCUOHHOI 9KCIIEPTHU3bI, OBLIIO
00HaPY>KEHO, YTO BOJIOKHA MMUOKap/ia (Cep/ieIHON MBIIIIIbI)
IVICKOMIIIEKCOBAHBI 3a CYET HAINYMsI IIYIKOB ¥ BOTIOKOH
Pas/IMYHON AIVHBI U OPUEHTALNN, COCTOSIINX 13 KIEeTOK
C OBaJIbHBIMM WJIV KPYTJIBIMU CBET/IBIMU S/IPAMU, OBOVTHOI
VIV BBITSHYTOM LIUTOIIZIA3MOJ, COfIepKalllell MEIKOTPaHYy-
napHble PAS-HeraTMBHbIE BK/TIOUEHMA.

0 BBIBOJbI
O6Hapy>keHHbIe IATO/IOINYeCKIIe I3MEHEHIsI OTHO3HAYHO
6bUTM KBaM(UIMPOBAHBI KaK COOTBETCTBYIOLIVE PefiKoit popme

SKCIIEPTHAA ITPAKTUKA

[IATOJIOTVMM CePHLA — TUCTHOLMTONIHON KapAUOMUOIIATIN.
VI3sMeHeHUS B JIETKUX HOCVIV BTOPUYHBII XapaKTep 1 ObUIn
00yC/I0B/IeHbI HApYIIeHeM KPOBOOOpAlleHIsI BCIEACTBIE
[IePBUYHOI IIATOIOT MY CEPLIA.

CmepTb pebeHKa mocmeioBana OT OCTPOIL CEPIETHON He-
[LOCTATOYHOCTHU, MOP(OIOTMIECKY IIOATBEPXKIEHHOI OTEKOM
JIETKMX V1 TOJIOBHOTO MO3ra. [IpV>KM3HEHHOE YCTaHOB/IEHME
[IPAaBWIBHOTO JMArHO3a — MMEBIIErocs y pebeHKa KpaiiHe
PenKoro 3a60/eBaHNs CEPALIA — TPENCTABIISIO OOMbIIE 00D-
eKTUBHBIE TPYAHOCTY U TPeGOBAIIO CIIELMAIbHBIX IO3HAHMIT
B 06/1acTH 3a0071€BaHMIT CEPALA Y A€TeNl pAaHHETO BO3PacTa.
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