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KJIMHUYECKUI CJIYUYAN TYBEPO3HOI'O CKJEPO3A
Y HOBOPOXJIEHHOI'O

Annomayus. Tyoeposusiit ckiepos (TC) siBrsieTcss TeHETHUECKU JETCPMUHUPOBAHHBIM Op(aHHBIM 3a00Ite-
BaHHEM, UMEET MPOrPECCUPYIOIICe TCUCHUE M TPUBOAUT K HEOOPATUMBIM MOP(OIOTHYSCKIM H3MCHEHUSM B
Pa3InYHBIX OpPraHax W CUCTEMax 3a cueT (HOPMHUPOBAHUS MHOKECTBEHHBIX JIOOPOKAYECTBEHHBIX OIyXoJieil (Ta-
MapTom). HecMOTpst Ha TO 4TO raMapTOMbl UMEIOT JTOOPOKaYECTBEHHYEO MPUPOJLY, MOCTEIICHHO YBEIHYHBAsCH B
pasmepax, OHH HapylalT GYHKIUH OPTraHOB, YTO MPUBOIUT K PA3BUTHUIO KU3HECYTPOKAIOUIMX COCTOSHUM, UH-
BaJIM/IM3ALUHN U COKPAILCHUIO )KHU3HU. J{JIs1 HOBOPOXICHHBIX M JIETCH TPYTHOTO BO3pacTa HanbojIee XapaKkTepHbI
MIOPa)KEHHUSI TOJIOBHOTO MO3ra U Cepla.
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YacToTa TyOEpO3HOTO CKIIepO3a CPeid HOBOPOXKICHHBIX BapsupyeT oT 1:6000 mo 1:10000, Haciemayercs mo
ayTOCOMHO-IOMHHAHTHOMY THITY. [IOJIMCHCTEMHBIN XapakTep HApYIICHUI MpeanoaracT pa3Hoo0pasHyO KIIH-
HUuecKyro kaptuHy TC, KOoTopas 3HaYUTEILHO BapbHPYET B 3aBUCHMOCTH OT BO3pacTa K Havyany AcOroTa, Ts-
JKECTH, TEMITOB IporpeccupoBanus. B Hacrosinee Bpems B kinHuKe TC BBIICISIOT OCHOBHBIC (OOJBINHUE, TIEP-
BUYHBIC) U JOIOJHUTEIbHBIC (MaJble, BTOPHUYHBIC) MpU3HaKK. K OCHOBHBIM IPU3HAKAM OTHOCST CYIOPOXKHBIC
MapOKCU3MBbI, TIOPAKECHHE KOXKHBIX TTOKPOBOB, HAPYIIICHUE MHTEIUICKTA, HATMYHUE OMYXOJICBUIHBIX 00pa30BaHUi
B Pa3JIMYHBIX OpraHax.

B naHHOU cTaThe MPENCTaBICH KIMHUYECKUH CiTydail TyOepo3HOTrO CKIepo3a Y HOBOPOXKICHHOTO, TaHHBIC
€ro aHaMHe3a, JIMarHOCTUKH, KITMHUKU M ucxona. [[puBeIeHHBI KIMHUYECKUH ClTydail TyOepOo3HOTo CKiIepo3a
MO3BOJISICT aKIIECHTUPOBATh BHUMAHUE Bpadyel YIIbTPa3ByKOBOW JTUATHOCTHKH, TIETUATPOB, HEOHATOIOTOB, PCaHH-
MAaroJIOroB OT/IEJICHHH aHECTE3UOJIOTHU U PEaHUMAIIUH HOBOPOXKICHHBIX Ha OCOOCHHOCTSIX JHATHOCTUKH, KIIH-
HUKH, U JICYCHUS TAHHOW TTaTOJIOTHH.

Kniouesvie crosa: HOBOPOXKICHHBIH, opdhaHHbIe 3a00eBaHMs, TyOepo3blil ckiepo3, pakomaros, rersl TSC1
u TSC2, ramaproma, paboMioma.

S.N. Alekseeva, V.B. Egorova, S.Yu. Artamonova, Ya.A. Munkhalova,
PV. Pavlova, A.N. Sergeeva

A CLINICAL CASE OF CONGENITAL TUBEROUS SCLEROSIS
IN ANEWBORN

Abstract. Tuberous sclerosis (TS) is a genetically determined orphan disease that has a progressive course
and leads to irreversible morphological changes in various organs and systems due to the formation of multiple
benign tumors (hamartomas). Despite the fact that hamartomas are of a benign nature, gradually increasing in
size, they disrupt the functions of organs, which leads to the development of life-threatening conditions, disability
and shortening of life. For newborns and infants, lesions of the brain and heart are most characteristic.

The frequency of tuberous sclerosis among newborns varies from 1:6,000 to 1:10,000 and is inherited in an autosomal
dominant manner. The polysystemic nature of disorders suggests a diverse clinical picture of TS, which varies significantly
depending on the age at the onset of the onset, severity, and rate of progression. Currently, in the TS clinic, the main (large,
primary) and additional (small, secondary) signs are distinguished. The main signs include convulsive paroxysms, damage
to the skin, impaired intelligence, the presence of tumor-like formations in various organs.

This article presents a clinical case of tuberous sclerosis in a newborn, the data of his anamnesis, diagnosis,
clinic and outcome. This clinical case of tuberous sclerosis allows us to focus the attention of ultrasound
diagnosticians, pediatricians, neonatologists, resuscitators of neonatal intensive care unit on the features of
diagnosis, clinic, and treatment of this pathology.

Keywords: newborn, orphan diseases, tuberous sclerosis, phakomatosis, TSC1 and TSC2 genes, hamartoma,
rhabdomyoma.

Beenennue.

TyGeposHslii ckiepos (0oe3ub BypeHBIILISA) — 3TO TEeHETHUECKH JISTEPMHUHNPOBAHHOE 3a001eBa-
HHE U3 TPyNIbl (akoMaTo30B ¢ MIUPOKUM CHEKTPOM KIMHHYECKHX MPOSBICHUI, CONPOBOKAAIOIIEE-
sl pa3BUTHEM MHOXKECTBEHHBIX JJOOPOKAYECTBEHHBIX OMyXOJel (reMapTpoM) B pa3lInuHbIX OpraHax,
BKJIFOYast TOJIOBHOM MO3T, I71a3a, KOXKY, CEp/IIE, TIOUKH, TIEICHb, JIETKNE, )KEITyI0IHO-KUIICIHBII TPAKT,
9HIOKPUHHYIO U KOCTHYIO cucTemy [1].

Bonesns Ob11a Buepssie onmcana Frederich von Recklinghausen B 1862 1. B 1880 1. ¢hpaniy3ckuii
Bpau D. Bourneville netanu3upoBai BeIABISEMBbIC AaTOJIOIMYECKHE M3MEHEHHMS, PA3BUBAIOILECS B
TOJIOBHOM MO3T€, M BIIEPBbIE IPUMEHHII TEPMHUH «TyOEpO3HBIH CKIIepo3 LepeOpaabHbBIX BOJIOKOH». TC
HAcJIEAyeTCs 10 ayTOCOMHO-JOMHHAHTHOMY THITY, OTIINYAeTCs BapbUPYIOLIEH SKCIIPECCUBHOCTHIO U
HETIOJIHOM NeHeTPaHTHOCTHIO. Pa3BuTHe O0sIe3HH OlpeeseT clueruieHue ¢ jokycamu 9q34 (nepBoro
tuna — TSC1), 1lql4-11g23 u 16p13.3 (Broporo Trma — TSC2). meroTcs JaHHBIE 0 HATTMYUN MyTa-
1uu reHa Ha 12-i xpomocowme [1, 2, 3].
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Manugecrtasie hpopmbl TC 0TIIHUAIOT BRIPaXKEHHBIH ITOJTUMOP(GHU3M 1 BO3paCT-3aBUCUMBIN 1€0I0T.
EuHBIM THCTONOTHYECKIM CyOCTpaToM Bcex HOBooOpasoBaHMi mpu TC SBISIOTCS raMapTOMBI (OT
rped. «hamartay — ormrbKka) — OIyXOJIH U3 He3PEIoi SMOPHOHAILHOW TKAHHU, 3a/ICPYKABIIHUECS B CBO-
el muddepeHIMpoBKe 110 CPABHEHHUIO C OKPYXKAIOMIMMH TKaHSIMH, Pa3BUBAIOLINECS U3 U30BITOYHO
HETPONOPLIHOHAIIBHO PAa3BUTHIX TKAHEBBIX KOMIUIEKCOB. Hanboee spko BeIpaKEHHBIMU CUMIITOMAMHU
TC ¥ KIMHUYECKH JIETKO ONPEIENISIEMbIMHU SIBJISIFOTCSI KOXKHBIE M3MEHEHUsI, KOTOPbIE BCTPEYAIOTCS B
100 % ciryuaes, a Takke MOpayKeHUE LIEHTPAIBHONW HEPBHOW cUCTEMBI [3].

W3BecTHO, 4TO ITpU TYOSPO3HOM CKIIEPO3€ XapaKTepHbIE MTOPAKEHHUs TOJIOBHOTO MO3ra Ipe/CcTaB-
JIeHbI TyOepcaMy, KOTOPBIE PacIioararoTcsl B U3BMIIMHAX [IepeOpabHbIX TeMHC(hep, U IIPUCYTCTBYIOT
0OBIYHO TaKKe B CyOdNEHIUMAIBHOM PErHOHE, IIe M MOIBEPraloTcs KaIbIH(UKAINKN C MOCIEIYIO-
LIMM MIPOCIIMPOBAHUEM B MOJIOCTD XKEITYAOUKOB (BUJI «TAIOLIUX CBeuei») [6].

INopaxenue cepaua mpu TC nposiBiseTcs pa3BUTHEM PAOJIOMHIOM, KOTOPBIE CIIyXKaT MEPBBIM KJIU-
HUYECKUM MPHU3HAKOM 3a00eBaHusl. PabloOMHOMBI MOTYT OBITH MHOKECTBEHHBIMH MIIH B BUJIE OJTHOTO
y371a, IMEIOT HENPaBWIbHYIO (pOpMy M BCer[a 4eTKO OT/EIICHBI OT OKPYXKaloUIMX TKaHel. Pazmepsl
MOTYT BapbHpPOBaTh OT HECKOJIBKUX MHJUTUMETPOB 110 HECKOJIBKUX CAHTUMETPOB [5]. Omyxoib HUKOT-
Jla He MaJMTHU3UPYET U He MeTactaszupyeT [4]. Ho HekoTopble pabaoMnOMBbl MOTYT BBI3BIBATH TSKE-
nble ()OPMBI HApYLICHUS] PUTMA M HApYLICHUS] TEMOANHAMUKY U3-3a BHYTPHUCEPICUHON 00CTPYKINU
i aedopMay NpoBosIIel cucteMbl cepaua [2]. Yibrpa3BykoBoe UCCIIeJOBAaHHUE TIO3BOJISIET BbI-
SIBUTh OIYXOJb CEpAla y IIofa, HaunHas ¢ 21-i Hexenu rectanuu. Bo Bcex ciaydasx BHYTpHyTpoO-
HOW JTMarHOCTUKH OITyXOJIM Y HOBOPOXKJCHHOTO JOJDKeH ObITh uckiitoueH TC axke Ipu OTCYTCTBUH
ceMmeiiHoro aHamHesa [7].

Heabio 1aHHON pabOTHI SBISETCS IPEACTABICHUE KIMHIUYECKOTO Cilydasi TyOepO3HOro CKiepo3a
y HOBOpPOXJIeHHOTO, pouBierocs: B [lepunaransHom nenrpe [AY PC (S) «Pecryonukanckas 60ib-
Huna Ne 1 — HIIM».

Marepuajbl 1 METOIbI UCCJIEIOBAHMSI.

[TpoBeneH mpo- 1 PeTPOCTICKTUBHBIN aHAIN3 MEAUIIMHCKOM KapThl CTAI[HOHAPHOTO OOJIBHOTO, Ha-
XOJIMBLIETOCSI B OT/ICJICHUU HOBOPOXKJICHHBIX U B OTJICJICHUU aHECTE3NOJIOTUH, PeaHNMAallUi U HHTEH-
cuBHOM Teparmu HoBopoxkeHHBIX (OAPUTH) [lepunaramsroro nentpa FAY PC(S) «Pecryonmkan-
ckast 0oapHUIIA Ne 1 — HIIM».

B otnenennu nposesieHO noiHOE yriryOiaeHHoe oOciienoBaHMe: jgabopaTopHble (0Omuil aHamms
KpPOBH M MOYH, KFICJIOTHO-OCHOBHOE COCTOSIHUE, Onoxummdecknii ananm3 kposH, [11{P kposu, DA
KPOBH) ¥ MHCTPYMEHTAJIbHbIE UCCIICAOBAHUS (PEHTIEHOIpaMMa OPTraHOB I'PYIHOM KJIETKH, KOMITbIO-
TepHast ToMorpadus cpeaocTenus, Heiipoconorpadus, Y31 BHYTpEHHUX OPraHOB, IOYEK, BHJIOYKO-
Boit xene3nl, DKI, DXO-KI'). PeOeHOK OB OCMOTPEH Y3KUMH CIICIIHATUCTAMU: KapauOIoroM, og-
TaJbMOJIOTOM, XHPYPIoM, KapAHOXHPYPrOM, HEBPOJIOTOM.

Pe3ysbTarhbl H 00cysKIeHHE.

HoBopoxxnennsrii P., poauscst ot sxeHIuHbI 30 JICT, M0 HAIIMOHAIBHOCTH 3BEHKA. 3a00JicBaHHS
MaTepH: BETeTOCOCYANCTAst AUCTOHMS TI0 THIIOTOHWYECKOMY THILY, XPOHHYECKHUI TacTPHUT, JKeJle30/1e-
¢unuTHas aHemust | CTENeHH, IpO3us MICHKH MaTku. [ eMoTpaHCc(y3uil, TpaBM, orepanuii He ObLIO.
Bpenubix npussruek HeT. [lepenecennsie panee 3adoneBanus: OPBU, BeTpsinas ocra, Kopb, KpacHy-
Xa. AJIIeproIOTHYeCKHi aHaMHe3 He OTATOIICH. 3aMykeM, Opak 3apeructpupoBas. Myxy 33 rona, mo
HaIMOHAIBHOCTH Caxa, 3/10pOB, paboTaeT (eHOIBIIUKOM.

PebGenox ot 4 6epeMeHHOCTH. B 11epBoii momoBrHEe OepeMEHHOCTH HaOIFOIaICT TOKCHKO3 CpeTHEH
CTETICHH TSDKECTH 110 cpoka 12 Hezenb. JleueHne npoxoania B THEBHOM CTallMOHApEe U TMHEKOJIOTH-
yeckoM otaenenun LIPb. Bo Bropoii nonosune 6epemennoctu nepenecia OPBU Ha cpoke depemen-
HOCTH 28 HeJeNb, 0€3 TOBBIIICHUS TEMIIEPATYPhI TENA.

Ha 33 nenene OepeMEHHOCTH BO BpeMsl IIAHOBOTO TPETHETO CKPUHHHIOBOTO YJIbpPa3ByKOBO-
IO MCCIIENOBAHUS Yy TIofa OblI OOHApYKEH BPOXKAECHHBIM MOPOK cepamna: AeeKT MEeXIKETyTouKo-
BOW TIeperopojiku, odOpasoBanue B cepiue miona. JKeHnyHa Obluta HarpasieHa Ha J1000ciIe0BaHue
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B [lepunaransusiii nentp 'AY PC (51) «Pecnyonukanckas 6ompanna Ne 1 —HI[M», rae 66110 nipose-
JICHO TTOBTOpHOE TpeHaTanbHoe Y3U cepara rrona Ha 36 Henene u ObITO TIOTYYeHO 3aKITF0UeHHe: 00-
pa3oBaHUE B MOJIOCTH JIEBOTO MPEACEPANS U JICBOTO JKEITyA0UKa ¢ 00CcTpyKLuei seBoro AB-komnbma u
BBIXOJTHOTO OT/IEJIa JIEBOTO JKEITYI04YKa, TO-BUIUMOMY MUKCOMBI; pETYPIUTalKs Ha TPUKYCITUAATIBEHOM
KJanaHe 2-3 cTeneHu; paclIMpeHre CTBoJIA JIETOUHOU apTepuu. He uckimroyanuch KianaHHbIA CTEHO3
JIETOYHOM apTepUu U paclIMpeHre a0pTaabHOIO MPOTOKA.

Pebenox poamics ot 3-X caMONpPOU3BOIBHBIX POJOB Ha 38-if He/lene recTallii, B TOJOBHOM TIpeI-
nexxannu. [lo ¢usnueckum mapamerpaM peOCHOK COOTBETCTBOBAJ CPOKY I'eCTAallMH, BEC IPHU POXK-
nenuu — 3325 1, poct — 50 cM, OKpY>KHOCTb T'OJIOBBL — 35 CM, OKPYKHOCTb I'PYIHOM KJIETKU — 34 cM.
Orrenka 1o mikane Anrap 8/9 6aios.

CocrosiHME TTOCIIe POXKJICHUS TSDKEJIOE 332 CYeT OCHOBHOrO 3aboineBaHus. Ha numie oTMeuanuch
BHYTPHUKO)KHBIE KPOBOM3NUSHUS, IPH ayCKYIBTAIINH BBICIYIINBAICSA TPYOBIH CHCTOIO-AHACTOINIEC-
CKHI IITyM BO BCeX OTJeNIaX cepAla. bbul BEICTaBICH MpeABAPUTENIbHBIN AUAarHO3: BPOXKIEHHBI MO-
poxk pazButusa. OOpa3oBaHHS B IIOJIOCTH cepAna. MukcomMa ¢ 00CTPYKINEH BEIXOIHOTO OT/IENA JIEBOTO
xenynouka. OTKPBITEIN apTepuaibHbIi MpoTok. [Ipornanc TpUKyCMUAalIbHOTO KianaHa 3 CTEneHH.
Henocrarounocts aopranpHOro Kiamaxa 2 crerneHd. JledekT mMexnpencepaHoil meperopoaku BTo-
puaHbIA. OTKPBITOE OBAIbLHOE OKHO. Jlerounas runeprensus 2-3 crenenu. PecnimparopHblil quctpecc-
cunapom. JlpixarenbHast HegoctaroyHocTh 0-1 crenenu. Tumomeranus 2 CTeneHH.

Pebenox u3 poanpHOTO 3aa ObUT TIEpeBeIeH B OTJCNICHIE HOBOPOXKACHHBIX B ITaJlaTy HWHTCHCUB-
HOH Tepanuu. [luTaHue MOIOYHOM CMEChIO. YCTAHOBJIEH MYIIOYHBIN KaTeTep, ¢ MEPBbIX CYyTOK MOIY-
Yya HHPY3UOHHYIO TePAINI0, OKCUTEHOTEPAITHI0, MOHUTOPHHT KU3HEHHO BaXKHBIX MMOoKa3areseid. Co-
3BaH KOHCUJINYM IJIsA }IaﬂbHeﬁLHeFO PCIICHUA TAKTUKHU BEACHUA U O CPOKaxX NNEPEBOJIa HA OTIEPATUBHOC
JeueHue. bpln pekoMeHJ0BaH NepPeBOJ B OTAEIEHUE CEPAECUHO-COCYUCTON XUPYPrUH 110 TOTOBHOCTU
PacXOIHBIX MAaTEPHAJIOB U ONEPAIIOHHON OpHUTaIbl.

bbua mpoBeneHa TeneoHHass KOHCYJIBTAIUS C 3aBEAYIONIEH KapANOXUPYPIUUYECKUM OTIEICHU-
em DenepallbHOTO IIEHTPA CEPACTHO-COCYIUCTON XUPYPrUuu I. XabapoBCKa: B YCIOBHUIX OTACICHHUS
Cep/CUHO-COCYJUCTOM XUPYPIrUH OllEPaTUBHOE JIeUEHHE HEBO3MOXKHO M3-3a TOTAJILHOTO pocTa pado-
MHOMBI B TTOJIOCTH TIPABOTO JKEITYI0UKa, C 00CTPYKIMEH JICBOTO JKEITY/I04YKa, BEPOSITHBIM OTCYTCTBUEM
KJIAITaHHOTO armapara JIEBOTO KeIy09Ka, YTO HECOBMECTUMO C KH3HBIO. [|OMTOTHUTENEHO PEKOMEH-
JIOBaH Ba3alpoCTaH C LEJIbI0 COXPAHEHUS! OTKPHITOTO a0PTAJIBHOIO MPOTOKA.

Ha ¢one npoBoanMoii Tepanum: OKCUTeHOTepanuy, HH(PY3NOHHON Tepanuy, TOJIOKUTSITbHAS TH-
HaMUKa OTCyTCTByeT. Ha TpeTbu CyTKH peOEHOK IOCTYyNaeT B OT/ACICHHE aHEeCTE3UOJIOTHH, PeaHu-
MAaIli U WHTEHCHBHOH TEparuy HOBOPOKISHHBIX. [IpH MOCTYIUICHUH COCTOSHUE TKENOE, 00U
[[HaHO3, YaCTOTA Cep/ICUHBIX coKparieHnit 143 — 180 ynapoB B MUHYTY, ofibIika 10 73 — 90 B MUHYTY,
MOYEHCITyCKaHHE Yepe3 MOUEBOH Karerep. PebeHKa repeBoisiT Ha HCKYCCTBEHHYIO BEHTHIISIIUIO JIET-
kux. [TuTanne gepes 30HA, pacuyeT 00beMa MOJIOYHONW CMECH 0 (PU3NOTIOTHIECKOHN MTOTPEOHOCTH.

[Monyyan neyeHue: kopaapoH S5 Mr/Kr, nH(Y3HMOHHAs Tepanus u3 pacdera S0 MII/KI/CYTKH, AUIU-
HOH 0,3 MJI BHYTPHUBEHHO KaXKAbIe 6 9acOB, TA3UKC | MI/KI/CYTKH BHYTPHUBEHHO.

[To maHHBIM MTPOBENCHHBIX UCCIICAOBAHUM, OOIIUI aHAIN3 KPOBH, OMOXMMHUYCCKUI aHAIU3 KPOBH
B IIpezienax HopMbl. KHCIIOTHO-OCHOBHOE COCTOSIHUE KPOBH — ONPEJIEISeTCs] HapacTarouii MeTado-
JIMYECKUH alluI03.

Ha penTreHorpamme rpyaHoil KIeTku Ha 3-bU CYTKHU OINpEeNseTcs] yMepeHHas TUHIOBEHTUIISINS
JIETKUX, JIETOYHAs TUTICPTEH3US, BPOXKAEHHBIN TIOPOK CepATLIa.

Jannbie OKI': npu3Haku runepTpodun JISBOTo IpecepIusl, IpaBoro xeixyaouka. CHHAPOM npe-
B030yXIeHUs xKeaynoukoB (WPW).

DXO-KI' B mtuHaMuKe: MHOXKECTBECHHBIC 00pa30BaHUsS B JICBBIX OTIENIAX CEPJLA, C O0TypaIuei
neBoro AB-orBepcTusa. CTBOpKa MUTPAJIbHOIO KJallaHa HE BU3YaIU3UPYIOTCA. [MIOmIasus JeBoro
Kkemynodka. bonpimoit GyHKnroHNpyommi apTepransHblii mpoTok (0,5 cM) 3amomHIomui IyTy aop-
ThI PETPOTpaHO. 3HAUUTENIBHOE pacIIUpEeHNe MPaBbIX OTAEIOB Cep/la, JEBOro Mpeacepaus, CTBoIa
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JIerouHou aprepun. ['uneprpodust Muokap/a nmpaBoro xeiyaouka. HemocrarouHOCTs TPHKYCIUAAIb-
HOTO KJIaraHa 3 CTETeHH, a0pTaIbHOTO KIIallaHa 2 CTeNeHH, IeBoro AB oTBepcTus 2 creneHu, Hemo-
CTaTOYHOCTH JIETOYHOro KiamaHa | cremenu. Jlerounas runeprensus 2 — 3 creneHu. Jledekr mex-
TIpezicepAHoN nieperopoaku BropuuHslit 0,6-0,7cm. OTKpbITOE OBasbHOE OKHO. Ppakims BeiOpoca 70
%.

JlanHble KoMIbroTepHOW TOMOrpaduu: oOpa3zoBaHKe JIEBOrO MPEACEPANs U JEBOTO XKeIyldouKa,
BO3MOXHO pabnomuocapkoma. Jledekt mexxnpencepaHoi neperopoaku. Pacmmpenne npasoro npen-
cepausi, MPaBoro KEIy0uKa, JeBOro npeacepaus. OTKPHITHIA apTepuabHbIi IPOTOK.

[To nanubv HCT, ymepeHHas THIIEpIXOT€HHOCTh MIEPUBEHTPUKYIISIPHON 30HBI.

[Mocne nonmHoro obcienoBanus peOeHKa ObLT BBICTABICH 3aKIIOYUTEIBHBIA KIMHUYECKUI nua-
rHo3: OcHoBHOIl: I. Bpoxnénnsiii nopok cepaua. OTKpBITEIA apTepHanbHblil NpoTok. OTKpbITOE
oBasibHOE OKHO. OOpa3oBaHME JEBOTO MPEACEPANS U JIEBOTO KETyI0dKa, BOSMOKHO padmomuocap-
kxoma. II. Tlepunaransuoe nopaxenue LIHC cpenueit crenenu tsxkectu. Ocnoxknenust: [IpixarenbHast
HenocraToyHoCTh 111 crenenu.

Ha 4-p1e cyTku y peOeHKa 10 MOHUTOPY OTMedaeTcs acHCTonus. HauaTsl peaHMMaIMOHHbBIE MEpO-
TIPUSITHS: alapaTHOE MCKYyCCTBEHHOE BEHTHIISIIINS JIETKHX, B/B arporuH 0,3 mur Ne 3, B/B ajipeHasnH
0,3 mu Ne 3. Peanumannonnsie Meporpusitus 0e3 s ¢exra, yepe3z 30 MUHYT KOHCTaTHpOBaHA OHO-
Joruveckasi cMepth. Ha BCkpbiTum y pebeHka 0OHapy»KHMI0Ch MHOXKECTBEHHas pabioMuoMa cep/a,
CyOsnMHANMAapHBIE y3IIbI TOJIOBHOTO MO3Ta. BeIcTaB/IeH MaToIoroaHaTOMU4eCKuil IMaraos:

OcnoBHoe 3aboseBanue: (Q 85.1) I. Tydeposusiii ckiepos (bonesus BypueBuist): MHOXeCTBEH-
Hast pabgomuoma cepana (puc. 1). CyosnuHarMapHbIe Y376l TOJIOBHOTO Mo3ra (puc. 2). MHOXeCTBEH-
HbIe MUTMEHTHBIE TsTHA Ha Koxe. (Q 23.8) II. BpoxxaeHHbIN MOPOK cep/a: BTOPUYHAS THITOTUIA3US
CTBOPOK MUTPAJILHOTO Ki1anaHa. OTKPBITHIN apTepHaIbHbINA IPOTOK.

Ocnoxnaenus: ocHoBHOTO 3a0oneBanus: (P 29.0) Cepneunas HenocTaToO9HOCTh. AcIHT. [ Hapomnu-
yeckast quctpodus nedenn. Ouaroblit TyOynonekpo3. Onepanusi: UBJI (2 cyTok).

ComyrcrByromue 3a0oieBanus: OTKPBITOE OBAIBHOE OKHO.

cepgue 122a - 2017

Puc. 1. PaGioMuOMBI B IIOJIOCTH CepALIA
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nesoe nonywapwe 'M 1224 - 2017

Puc. 2. V371bI B TOJIOBHOM MO3Ie

I'mcronoruueckue npenaparsl 00pa30BaHU CEpALla ¥ TOJIOBHOTO MO3Ta MPE/ICTABIICHBI Ha pHC. 3
u4.

OO0pa3oBaHNe IMEET SUEUCTOE CTPOCHHE, C XapaKTEPHBIMU TTAyKOOOPa3HBIMU OOJBIINMH KJIETKa-
MH, C LIEHTPAJILHO PACIIONIOKEHHBIM SPOM, C OOJIBIIMM SAPBIIIKOM, MEXy HUMH UMEIOTCSl TOHKHUE
KOJIJIAr€HOBBIE BOJIOKHA C ITyYKaMHU MEJIKHMX COCY/OB. 3aKioueHne: Pabnommuoma.

Puc. 3. ®parment omyxonu MHOKapaa
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prHHLIC ATUIIWYHBIC KJIICTKU ITPU Ty6ep03HOM CKJICPO3€ B BUAC aCTPOUMTOB, aHOMAJIbHBIX Heﬁpo-
HOB, THTTAHTCKHX KJICTOK, KJICTOK ITTHHX 1 MECJIKMMH KaJIbIITMHATaMH.

Puc. 4. Mukponpenapar roJoBHOro Mosra

3akiioueHue.

VYuurtsiBas pa3zHOOOpa3ue KIMHUYCCKUX MPOSBICHHUN TyOSPO3HOTO CKIIEpO3a, Bpaur MPaKTHYCCKU
BCEX CIEIUATbHOCTEH JOKHBI HAOIIOIATh 3a MAeHTAMH B TEUCHUE UX JKU3HHU. BaxkHOe 3HAYeHUE
nMeeT HHQOPMHUPOBAHHOCTD CIICIIHATUCTOB O XapaKTepe U 0COOCHHOCTAX TEUCHHUs JAHHOTO 3a00JIe-
BaHMSI.

OCOOCHHOCTBIO TPE/ICTABICHHOTO KIIMHUYECKOTO CIIydasi SBISICTCS MpEHaTallbHAasl JHMarHOCTUKA
JaHHOTO 3a0oseBanus. J(MarHo3 TyOepO3HBIH CKIIepO3 ObLT 3aM0A03PEH HAa OCHOBAHHH IIAHOBOTO
YABTPa3BYKOBOTO HCCIIEAOBAHUS BO BpeMsi OEpPEMEHHOCTH, KOTOPBIH B JajbHEHIIEM MOATBEPANIICS
y HOBOPOXJEeHHOro. OMHAKO, HECMOTPSI HA CBOCBPEMCHHYIO THATHOCTHUKY, TSDKECTh 3a00JICBaHUsI
IIpuBelia K paHHEeH HeOHATaIbHON CMEpTH peOeHKa.
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