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Pedpepar. Llenb uccriedosaHusi — n3yvyeHne 0Co6EHHOCTU TeYEHUS ayTOCOMHO-PELIECCUBHOW MOMUKMCTO3HOM 60ne3Hn
noYeKk y HOBOPOXAEHHOro pebeHka Ha npumepe KnuHudeckoro cnyvas. Mamepuan u memoOdsl. OnucaH KNMHNYeCKui
cryyan Te4eHust ayTOCOMHO-PELIECCUBHON MONMKNMCTO3HOM BOMe3Hn novek Ha npumepe HOBOPOXAEHHOro pebeHka ¢
BPOXXAEHHbIM NMOPOKOM pa3BUTUSA NoYek. Pe3yribmamel u ux obeyxdeHue. B naHHOM npumepe Ha 24-1 Hen 6epemeH-
HOCTU METOAOM YNLTPa3ByKOBOW AMArHOCTUKM NoAa BbISBEH NOPOK PasBUTUS OpraHOB MOYEBOW CUCTeMbl — OBHa-
pYy>XeHbl MOYKM BonblUMX pa3MepoB C HeanddepeHUPOBaHHON NMapeHXNMON, NPeACTaBNEHHON yyacTkaMmuy rmno- u
rMNepaxoreHHOCTU, Obin BbICTaBNeH NpeHaTtarnbHbI AnarHo3: ABYCTOPOHHMI NOMMKMUCTO3 nodek. PebeHok poanncs Ha
cpoke 36 Hep GepeMeHHOCTM B achMKCUM NETKOW CTEMNEHU C OLLeHKoN no wkane Anrap 5/7 6annoB. B HeoHaTanbHOM
nepuvoge AnarHo3 onpeaensncs Kak nofMKMCTo3 noYek No MHMAHTUMBHOMY TUMY; XPOHUYEecKasa noveyHas HepocTa-
TOYHOCTb; HePOreHHas apTepuanbHas runepTeHsus. bbina pekomeHgoBaHa cMMNTOMaTUYeCcKast Tepanusi, KOHTPOsb
3a apTepuanbHbiM AaBrieHneM, Anypesom, Broxnummen Kposu, B 1-M MeCsL XU3HW NpoBeAeHne nepuToHeanbHoro
Avanusa nocrne HedpaktoMmun. OgHako poauteny pebeHka oT NPeaoKeHHOro nevyeHust oTkasanuck. Mposoaunach
TOMbKO cMMNTOMaTuyeckas Tepanus. Ha doHe NpoBoAVMON Tepanumn CocTosHMe pebeHka NPOAomKano yxXyaLwarbes.
B Bo3pacTte ofgHoro mecsiua 26 gHen oTMevanochb peskoe yxyAlleHWe COCTOSHUSA, U Ha (DOHe NMPOBOAUMbIX peaHu-
MaLMOHHbIX MEPOMNPUATUIA HACTyNUNa oCcTaHOBKa CEPAEYHHOW U AbIxaTernbHON AeaTenbHOCTU. bbina koHcTaTuposaHa
BGuonornyeckas cMepTb. 3akodeHue. [aHHbIN KIMHUYECKWIA Cryvan AeMOHCTPUPYET CIIOXHbIE 3TUYecKMe Npobnemsl,
BO3HMKatoLMe nNpu poxaeHun pebeHka c JaHHOM reHeTnyeckon Npobnemon, a Takxke TPYAHOCTU CUMNTOMaTUYECKON
KOppEeKLMU NPOSIBNIEHNIA ayTOCOMHO-PELIECCUBHOIO BapraHTa NMOMMKMCTO3a NoYex.

Knrodesble crioga: HOBOPOXAEHHbIN, ayTOCOMHO-PeLieCCBHAsA MNOMMKUCTO3HAs 60nesHb NoYek, ayTOCOMHO-AOMUHaTHas
NONUKNCTO3Hasi 6ONesHb NoYek.
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Abstract. Aim. The purpose of this research is to the study the peculiarities of autosomal recessive polycystic kidney
disease in the newborn child based on clinical case. Materials and methods. A clinical case of autosomal recessive
polycystic kidney disease in the newborn child presented as an example of a newborn child with a congenital kidney
development. Results and discussion. In this case, ultrasound diagnostics revealed the fetal malformation of urinary
tract at 24 gestation weeks. A large kidneys with undifferentiated parenchyma represented areas of hypo- and
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hyperechogenicity. The prenatal diagnosis was established: bilateral polycystic kidney disease. The child was born at
36 weeks of pregnancy in mild asphyxia classified 7—5 points of Apgar score. In the neonatal period the diagnosis
was defined as: polycystic kidney disease, the infantile type; chronic renal failure; renal hypertension. Symptomatic
therapy, monitoring of blood pressure, urine output, blood biochemistry, nephrectomy on first month of life followed by
peritoneal dialysis after nephrectomy were recommended. However, parents of the child refused from the proposed
treatment. Only symptomatic therapy was carried out. On the therapy the illness aggravated. At the age of 1 month
26 days there was an acute deterioration. During resuscitation cardiac and respiratory arrest occurred. Biological death
was pronounced. Conclusion. This case demonstrates the complex ethical issues that arise when a child is born with
this genetic problem and the difficulty of correction of symptomatic manifestations of autosomal recessive polycystic

kidney disease variant.

Key words: newborn, polycystic kidney disease, polycystic kidney and hepatic disease.

onuknctodHaa b6onesHb noyvek (Polycystic
kidney disease) — aT0 reHeTu4ecku obycnos-
NEeHHbIA NaTonornyecknt Npouecc, KOTopbIN CBA3aH
¢ obpas3oBaHMEM U NPOrpPeCCUPOBAHNEM KUCT B MOY-
Kax, Npoucxoasmin n3 anMTennMounToB KaHanbLeB
n (nnn) cobupatenbHbix Tpybouek, npeacTaBneHHbIV
ABYMS NO CYTW pasHbIMW BapuaHTamy — ayTOCOMHO-
OOMMHa@HTHBIM M @ayTOCOMHO-peueccusHbiM [3]. o-
noXeHne O HacrneAcTBEHHOW Mpupoge MonuK1cTosa
noyek Briepeble ObINO BbickasaHo B 1889 r. P. Steiner,
nepBoe onucaHue NonMKNUCTO3HbIX MOYeK y AeTewn npu-
Hagnexut Couverlaine n C. Bunting, a W. Marquardt
Aokasan ayTOCOMHO-PELIeCCUMBHbIN NyTb nepegayn
atoro 3aboneBanus [2]. MNMauneHTbl C NONMUKUCTO3HOM
6onesHbto noyek coctaenstoT 8—10% Bcex BONbHbIX
C TEPMMHArNbHOM MOYEYHON HEQOCTaTOMHOCTLIO, NPO-
LieHT neTarnbHbIX MCXOA0B Takke Benuk — A0 75% npu
ayTOCOMHO-PELIECCMBHOM TUME NOMUKUCTO3HOW Bones-
HW noYek. AyTOCOMHO-AOMUHAHTHBIN TUM NONNKUCTO3a
noyek — Hambornee pacnpoCTpaHEHHOE reHEeTUYECKN
AEeTEPMUHMPOBAHHOE NOPaXKeHMe NoyYek C 4acToToM
BcTpevaemocTtun ot 1:400 go 1:1000 HOBOPOXAEHHBIX,
ayTOCOMHO-PeLEeCCUMBHbIN TUM NOMMKMCTO3a Moyek
BCTpeyaeTcsa ropasgo pexe ot 1:10000 go 1:20000
HOBOPOXOEHHbIX, MONIOBOE Y pacoBOe pacnpeaeneHne
paBHOMepHoe npu oboux Tunax [4].
AyTOCOMHO-peLieccrBHas NONMKNCTO3Has 6onesHb
noyek obycnoesneHa MyTauuen reHa, pacnonoxeH-
HOM Ha KOpPOTKOM nneye 16-n xpomocombl (16p21) c
25% puckom 3aboneBaHus y notomctaa. leH PKHD1
(Polycystic Kidney and Hepatic Disease), myTauun
B KOTOPOM NPUBOAAT K ayTOCOMHO-PELIECCUBHOM MO-
TIMKUCTO3HOW OONE3HM NoYeK, COCTOUT U3 66 9K30HOB,
3KCMpeccupyeTcsi B MOYKax, NeyYeHn, NooXKenyq04HoN
Xenese B3pocnblX U novek nnoga. Mytauuun B reHe
PKHD1 BcTpedatoTca BO BCEX 9K30Hax, OAHAKO, Mo
AaHHbIM NUTEepaTypbl, Hanbonee YacTo BbISBNSIOTCH B
3K30Hax 3, 9, 16, 24, 32, 36,43, 57, 58 1 61 meTogom
npsamoro cekseHupoBaHua [1]. BenkoBbIn NpoayKT
reHa PKHD1 cunbpoumncTunH (NonvayKTUH) BOBReYeH
B KIoYeBble MOMEHTbI pa3BuUTUS, AN depeHLPOBKH,
perynsiumm KneTovHon nponudepauumn B cobuparens-
HbIX TPYBOUKax NOYKM N XKENYHbIX MPOTOKax NeyeHw,
noaTomy nposiBneHns 6onesHu kacarwTcs obonx op-
raHoB [7]. Kpome Toro, npu ayToCOMHO-peLeCCUBHOM
TUNE MOSIMKMCTO3HON GONE3HN MoYeK B KUCTO3HOM
anuTenun obHapyXnBalT MHCTPYMEHTanbHbIMU Me-
ToAaMu B yXe 3penbiX TKaHAX npodykT reHa SGP2
KnaycTepuH, HaxoxXgeHue KOTOpOoro xapakTepHo
TONbKO Ans Hespenoro anutenus [4]. AyTocOomMHO-
OOMWMHAHTHBIA TUMN MOMMKMCTO3a Novek obycrnosneH
B 85% cnyyaeB myTaumen reHa PKD1(xpomocoma
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16p13.3), B 10—15% myTaumnen reHa PKD2 (xpomo-
coma 4921), Hebonbluaa gons ceMent MOXET UMETb
ApYryto, HeonpeaerneHHy noka reHHyl MyTauuto
(PKD3). 3Tu reHbl kogupytoT 6enku, HasbiBaemble
nonuumctnHamm 1 n 2 (PC1 n PC2). MonnunctumHbl
1 nbpOUNCTUH — 3TO UHTErpanbHble MembpaHHble
6enkn c BHEKNEeTOYHON U uuTonnasmMaTuyeckumMmmn
YacTAMU, UrparoLme BaxXHY POrib B MEXKIETOYHbIX
N KNEeTOYHO-MaTpUYHbIX B3aMMogencTemnsax. Boiwe-
yKasaHHble Oernku perynupyroT KrdeBble acnekThbl
nosegeHns KneTok: nponudepayunio, anonTos, aare-
3110, MOpPAHOreHes 1 TPaHCINUTENNAbHY CEKPELIO
XngKoctn, ubpoLMCTUH CBA3AH C NONMLUUCTUHOM 1
yepe3 N-koHel. [MoONNKMCTO3HYO OOne3Hb no4vek no
npaBy MOXHO OTHECTU K «LunmMonaTusM», Tak Kak ee
naTtoreHe3 cBf3aH C NEPBUYHbIMU U3MEHEHUSMU B
nepBUYHbIX aKCOHEMaXx, B CTPYKTYPY KOTOPbIX BXOOAT
NoNUUUCTUHBI U PUBpouUCTUH. Llunum aensiotca me-
XaHOCEeHCOopaMm Toka MOYM, pearnpys HaknoHOM Ha
NPOTEKAILLYIO XUOKOCTb, aKTUBMPYIOT CUTHasNbHbIE
nyTn. CHMXeHne nonuumcTMHoB 1 mbpounctnHa
HapyLlaeT MexaHopeLEenuunio, NPONCXOOUT CHIKEHNE
BHYTPUKNETOYHOrO KanbLuuWs, akTUBUPYKOTCA Mponu-
depaTuBHbIE NPOLECCHI ANUTENUSA, NUTENNOLMUTHI
OensTcsa B CryvyanHoOM HanpasneHuu, obpasys KUCTY.
Ho, yuuTbiBasi CHUXeHUEe pasnuyHbix O0enkoB npu
ayTOCOMHO-pPeLeCCUBHOM 1 @y TOCOMHO-A0MUHAHTHOM
TUME NOSNIMKUCTO3HOM GOne3Hn novek, HapyLleHus
uMcToreHesa OTNUYHbLI ApPYr OT Apyra v onpeaensioT
pasnMyHyo KaPTUHY KITMHUYECKMX CUMNTOMOB. Kpome
TOro, B CTaAun KNnHUYeckon paspaboTku HaxoasaTes
NPOEKTbl NATOreHETUYECKOro NeYEeHUss ayTOCOMHO-
AOMWHAHTHOrO TWMa NOMMKUCTO3HOW 60Me3HN NoYek.
B HacTosillee BpeMsi NaTOreHeTMYECcKOoro nevyeHns
ayTOCOMHO-PeLLeCCUBHOIO TUNa He cyllecTayer. lNpo-
rHO3 3aBUCUT OT NPOLEHTa NOPAXEHHbIX HEPPOHOB (OT
20 po 90%), NnpoJoMmKMUTENbHOCTL M3HKM Ao 10 net
NGO HECKONbKO YacoB COOTBETCTBEHHO [1, 6, 7].

TpygoHOCTM agekBaTHOM Tepanuu AeMOHCTpupyeT
cnegywuiee KiauHu4yeckoe HabnodeHue Te4eHus
ayTOCOMHO-pPeLeCcCMBHOIMO BapuaHTa MOSIMKUCTO3HON
GonesHu Noyek y HOBOPOXAEHHOro pebeHka.

Maneuunk B., pebeHok OT XeHLUMHbI 28 neT, oT 3-11 6e-
peMeHHOCTW, ABOe AeTel B CeMbe 300pOoBbl, 5 1 8 net
XeHckoro nona. [laHHas 6epeMeHHOCTb npoTtekana
6e3 ocobeHHocTen B | TpumecTpe, Bo Il TpumecTpe
oTMevanacb yrposa npepbiBaHUs GepemMeHHOCTH, B
24 Hep MeTOOOM YIbTPa3BYyKOBOW ANMArHOCTUKM Nnoaa
BbISIBMEH MOPOK pa3BUTUS OpraHOB MOYEBOW CUCTe-
Mbl — OBHapyXeHbl NOYkM BOMbLUNX pasmMepoB C He-
anddepeHUMpoBaHHON NAapPEHXMMOW, NPEACTaBEHHON
y4YacTKamm rmno- 1 rmnepaxoreHHOCTH, 6bin BoICTaBMNeH
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npeHaTanbHbIA ANarHo3: ABYCTOPOHHUN MOSIMKUCTO3
nodvek. B Ill TpumecTpe oTmevanocb BblpaXXeHHoOe
mManosogue. Podbl TpeTbn, NpexaeBpeMeHHble, CaMmo-
Npon3BOSbHbIE, B FONIOBHOM NpeanexaHuy nnoga, Ha
35-nm Hepn. 23 ceHTA6PA 2013 . poanncs XMBoM MansmK
B aCOUKCKM NTErKON CTeNeHW C OLEHKOM Mo Lwikane Anrap
5/7 6annos. Macca—3050 r, pocT — 50 CM, OKPY>KHOCTb
rornoBbl — 35 CM, OKPY>XHOCTb IpyAHON KNETKN — 34 CM,
obpalyan Ha cebs BHUMaHWe yBenuYeHHbIV B pasMmepe
XMBOT — 38 cM B AuameTpe, nansnMpoBarnmcb B GptoLu-
HOW MonocTu onyxoneesuaHble obpasosaHus. CocTos-
HVe Mpu pOXOEHUM pacLEHMBArnoch Kak Tsxenoe 3a
CYET HEBPOMOrMYECKOM CUMMNTOMATUKKN, BblpaXKEHHOIO
CMHAPOMa YrHEeTeHWS, AbIXxaTeNnbHON HEAOCTaTOYHOCTH
1—2-1i cTeneHun, KOHbIrauMoHHON runepbununpy-
OUHEMUN CO BTOPbIX CYTOK XM3HW C MakCUManbHbIM
NoBbILLEHMEM YPOBHSA Henpsamoro 6unupybuHa go
208 mkmonb/n. MNpu npoBeAeHUN AONOSTHUTENBHbIX
MEeTOA0B MCCMNegoBaHNs BbISIBIIEHbl KOMMEHCUPOBaH-
HbIi MeTabonmyecknii aunaos, NoBbILLEHNE YPOBHS
KpeaTuHMHa 0o 166 MKMonb/n. YpoBeHb MOYEBUHbI U
Apyrue buoxmmmnyeckne nokasarenu 6binu B npegenax
HopMbl. CO BTOpbIX MO YETBEPTblE CYTKU OTMEYanuchb
anun3oabl anHoa.

Mocne npoBegeHHOro CMMNTOMAaTUYECKOTO NEeYeHNs
cocTosiHue pebeHka ctabunuampoBanock, Ha 8-e cyT
XKM3HM Manbyuk Obin NnepeBegeH Ha BTOPOM 3Tan Bbl-
XaXVBaHWs B OTAENEHNEe NaTonornm HOBOPOXAEHHbIX 1
HeOOHOLLEHHbIX AeTen [opoaCcKOM ETCKON KIMHUYECKON
oonbHuubl Ne 13 M. H.®. dunatosa. MNpu nepesoae
BbICTaBMEH ANarHo3: BpOXAeHHbI NOPOK pa3BUTKS no-
YeK: 4BYCTOPOHHUN MOSMKNCTO3 NoYeK. [Mnokcnyecko-
nwemuveckoe nopaxexHve LIHC (cuHgpom yrHete-
HUs1). BHYTpuyTpoOHas mnHdekumsi. KoHbloraumoHHas
xentyxa. HegoHoweHHocTb 35 Hep. CocTosiHue npu
MOCTYNMEHNN pacLeHNBarnoch Kak Tsbkenoe. TshKecTb
cocTosHMSA 0BycnoBrneHa yMepeHHO BblpaXKeHHbIMU
NPOSIBNEHUSIMU [AbIXaTENbHOW HEQOCTAaTOYHOCTH, CUMI-
TOMaMK 3KCMKO3a, TeYeHneM runepomnupybuHemumm,
HEBPOSIOMMYECKON CMMNTOMAaTMKON B BUAe CMHOpOMA
yrHeTeHus LUHC, HepoHoweHHocTho. Obpalany Ha
cebs1 BHMMaHVe YBENMYEHHbIN B pa3mepe xnBoT (40 cm
B AMaMeTpe), a Takke BHELLHNE XapaKTepHble NPU3HaKu
cuHgpoma MoTTepa — ynnoLeHHbIV HOC, 3anagaroLuLmm
noabopoaok, MuKporHaTus (puc. 1).

Mpu fanbHerwem HabnaeHUN BbISBEHa apTepu-
anbHas rmnepTeH3ns ¢ MakcMarnbHbIM NOgbEMOM [0
160/80 mm pT.CT., KynupoBanacb BBeAEHWEM MMNOTEH-
3U1BHbIX NpenapaTtoB. Takke NepMoanMyeckn oTmedanach
onurypusa meHee 0,5 mn/kr/y, Koppurnposanacb Moye-
FOHHbIMW CPEACTBaMMU.

n

™

s

Puc. 1. doTtorpadms pebeHka Ha 8- ieHb KNU3HU
C AMarHo30M: ayTOCOMHO-PELECCUBHBIV BapUaHT
MOSIMKUCTO3HON BONEe3HN noyek

Buoxmmuyeckun aHanua KpoBuM NpPOBOAUIICH He-
OOHOKpaTHO, AaHHble NpeacTaeneHbl B mabs. 1. Obpa-
LLlano Ha cebsl BHMMaHue coxpaHsitoLLeecs yBenmyeHme
KpeaTuHuHa (puc. 2).

Mo gaHHbIM 0bLLero aHanmsa KpoBU B AUHAMUKE,
npokanbLUTOHUHa, nokasatensm CPB Bocnanutens-
HbIX U3BMEHEHU He OTMeYanocb Ha POHE MOCTOSHHO
npoBoANMON aHTUGakTepmnanbHOW Tepanuu, OLHaKo
nporpeccupoBarno NoCTENeHHOE CHXKEHNE KONNYecTBa
remorno6uHa go 75 r/n n saputpounTtoB Ao 2,4x10'%/n.
B obLiem aHanmse Moun oTmeyanacb NpoTEUHYpUs 4o
3,2 r/n, ocTanbHble NOKa3aTeny B HOPMe.

Mpwn ynerpassykoBom uccriegosaHmmn (Y3W) novek,
NpPOBOAMMOM HEOLHOKPATHO, ObINO BbISBMEHO 3HAYM-
TenbHOE yBENMYEeHNe NoYek B QUHAMUKe; TaK, pa3mep
npaBon 1 NEBON MNOYKKN 3a 25 AHEN BbIPOC B CPEAHEM Ha
20 cm, napeHxrmMa novek He anddepeHumpoBaHa, npea-
CTaBneHa MHOXECTBEHHbIMW MENKUMU KucTamm (puc. 3).
Mo pesynsratam gonnneporpadum — KpOBOTOK B MOYKaX
o6enHeH, cocyancTbIvi PUCYHOK AehOPMUPOBAH.

Ta6bnwuuya 1
[aHHbIe GUOXMMMYECKOro uccnefoBaHUs KPOBU B AUHAMUKe

Mokasatenb Hopwma 01.10.13 07.10.13 14.10.13 21.10.13 28.10.13 04.11.13 12.11.13
MoyeBuHa 2,5—4,5 mmonb/n 6,3 2,6 2,3 4.1 5,1 3,7 4,0
KpeaTnHuH | 36—62 mmonb/n 1491 122,8 11,7 98,9 89,2 82 86,3

K 4,5—6,5 mmonb/n 3,95 4,17 3,78 4,59 4,81 5,49 4,6

Na 135—155 Mmonb/n 134,6 1334 135,5 126,9 127,2 132,3 130,5

Ca 1,9—2,6 mmonb/n 2,2 2,31 2,34 2,44 2,47 2,6 2,53
$ocdop 1,8—2,7 mmonb/n 1,35 1,83 1,98 2,36 2,23 2,33 2,3
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Puc. 2. JuHamyka GBruoxmmmyecknx nokasaTenen KpoBu y HOBOPOXAEHHOTO pebeHka
C ayTOCOMHO-PELIECCUBHBIM BapUaHTOM MOMMKNCTO3HON BonesHu novek

Puc. 3. JaHHble Y3U novek pebeHka ¢ ayTOCOMHO-PELIECCYBHBIM BapUaHTOM MOMMKUCTO3a MOYEK.
Moykn pesko yBenuyeHbl B pasMmepax, napeHxnmMa He AnddepeHLmMpoBaHa, npeacTaBneHa y4actkamm
rMNo- Y M’MNepaXoreHHOCTn

HaHHble Y3U novek B AMHaMuke NpeacTaBneHbl B HE3PENOCTU, MENKNE TMNEePIXOreHHble BKIOYEHMS MO
mabrn. 2. X0y COCyAO0B. YMEePEeHHO OAHOPOAHO MNOBbILLEHA 3XOreH-

MpoBogunuck cnepytowme ncenegosanusa: Y3 Hoctb MNB3. Y3U opraHoB GpHOLLHOM MOMOCTW: OpraHbl
rOfTOBHOrO MO3ra — CTPYKTYpPbl FOfTIOBHOMO Mo3ra chop-  GPHOLLIHON NMOMOCTU caaBneHbl yBENMYEHHBIMU NOYKaMu,
MUPOBAHbI M PaAcMoNoXeHbl NPaBUIbHO, NPU3HAKN  OTMEYaeTCs MMNepPaIXOreHHOCTb MapeHXMMbI MEYEHMN.
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Tabnuua 2

Pe3ynbraTthbl ynbTpa3ByKOBOro UCCrie4oBaHUs NoYekK
HOBOPOXAEHHOro pe6eHKa C ayTOCOMHO-PeL,eCCUBHbIM
BapuMaHTOM NOJIMKUCTO3HOW Gone3Hn Novek B AMHaMuKe

Pasvepbl | Hopma | 1.10.13r. [ 15.10.13r. | 25.10.13 .
lNpasas noyka
OnvHa, Mm 42 108 108 125
WvpuHa, mm 22 63 63 67
JloxaHka 5 12 17
CreHkn 3 5 6
MpyumeyaHve [NapeHxuma He guddbepeHumnpoBaHa,
npeacTaBneHa MHOXeCTBEHHbIMU
MENKMMW KNCTaMm, KpOBOTOK 0bea-
HEH, COCYANUCTbIN PUCYHOK Aedop-
MUpoBaH
Jlesasi nouka
OnuHa, Mm 42 120 120 137
LLvpuHa, mm 22 65 65 73
JloxaHka LLenesuna- 13 16
Hast
CreHku 3 5 6
Mpumeyanune MapeHxmuma He guddepeHLmpoBaHa,

npencrtaerneHa MHOXXeCTBEHHbIMU
METNKUMW KUCTaMu, KPOBOTOK obea-
HEH, COCYAMCTbIN PUCYHOK Aedop-

MMpOBaH

B Bo3pacTte 25 gHen nMpoBOAWMNCHA KOHCUNMYM B
coctaBe HedpoOnoros, CneunanMcToB reMmoananvaa,
TpaHcnnaHTonora. BeicTaBneH AvarHo3: NonMK1cTo3 no-
YeK Mo MHPaHTUNBLHOMY TUMY. XpOHNYecKas novedHas
HeOoCTaToYHOCTh. HedbporeHHas apTepuanbHas runep-
TeH3us. PekoMeHaoBaHO: cMMAToMaTuyeckasi Tepanus,
KOHTpOMb 3a apTepuanbHbIM AaBMeHVeM, ANYPe30M,

Buroxvmmen kposu, B 1-i1 MeCcsiLL XMU3HW NpoBeaeHME Nne-
pUTOHeanbHOro Ananuaa nocne Hepaktommm. OgHako
poaunTenun pebeHka OT NPearioKEeHHOro fevyeHns oT-
kasanuce. [poBogmnack cumnTomaTuyeckas Tepanus:
rMnoTeHaunBHas (H1udegunuH) [5], HGY3NOHHas Tepanus
(10% pacTBop rMoKo3bl C KOMMNOHEHTAMM), MOYErOHHas
(dbypocemna), KOppeKkUMs aHeMU IPUTPOMNOITUHAMYU,
npenapaTtamu xernesa (Mansrodep, aktudeppuH). AHTU-
bakTepuanbHas Tepanunsi NPoOBOAUNIACh HEMPEPLIBHO.

Ha choHe npoBoamMoii Tepanmm coctosiHue pebeHka
NPOAOMKano yXyaLaTbCa: HapacTana aHeMusi (remorno-
OuH— 78 r/n, aputpounTsl — 2,2%10'2/n), apTepranbHas
rMnepTeH3ns npuobpena CTONKUIA XapakTep, NOSIBUICA U
B AVHaMMKE yCcunmueasncs oTedHbI cMHapoMm. B Bo3pac-
Te 1 Mec 24 OHA pasBUICA remopparnyeckuii CUHAPOM
B BME MeTEXMarnbHON CbiM Ha HWKHUX KOHEYHOCTSIX.
3HaunTenbHO YBENUYMUIUCH pa3mepsbl kuBota — ¢ 38 cm
npuv noctynnenunn o 80 cm Yepes nontopa mMecsua.

B Bo3pacTe 1 Mec 26 aHel 0TMeYanock pe3koe yxya-
LLIEHNE COCTOSIHUSI, HA OCMOTP He pearnpoBart, KOXHble
NoKpoBbI 6regHble, C 3eMANCTbIM OTTEHKOM, NageHnem
catypaummn go 59%, amcnHoa, YCC — 120 ya/muH. Ha
oHe MpPOBOAUMBIX PeaHUMaLMOHHbIX MEPONPUATUI
HacTynura OCTaHOBKa CepAeYHON 1 AbixaTenbHOM ges-
TenbHOCTU. KoHcTaTMpoBaHa Buonornyeckas cmMepTb.

MaTonoro-aHaToMMyeckoe MccrnegoBaHue Mof-

TBEPAMNO 3HAYUTENbHO yBENUYEHHble B pasmepe
noykn, Macca ux coctasuna 810 r npu Hopme 29,6 1. Ha
pa3pese B KOPKOBOM M MO3rOBOM BeLLECTBE onpeaens-
eTcs 6onbLLOe KOMMYeCTBO MENKNX MOMOCTEN — KUCT.
HopmanbHas napeHxuma novek oTCcyTCTBYeT (puc. 4).
Kpome Toro, oTmMe4yaeTcsl BblpaxeHHbIi (nbpos nop-
TanbHbIX TPAKTOB.

Puc. 4. Makponpenapat noyek pebeHka 1 Mec 26 CyT XU3HU C ayTOCOMHO-PELIECCUBHBIM BapuaHTOM
NONNKNCTO3HOW BGonesHn novek. MNMapeHxnma pesko yBenuyeHHbIX B pasmepax noyek npeacraeneHa
MHOXECTBEHHbIMW MENKUMM NONOCTAMN — KUCTaMU.
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BricTaBneH okoHYamesnbHbIlU dua2HO3: NONUKK-
CTO3 Nnoyek, aetckast hopma.

OcnoxHeHus. HedporeHHasa apTepuanbsHas runep-
TeH3us (rmnepTpodmsa Mmokapaa JeBOro xenygoyka).
[BYCTOPOHHASA Cepo3HO-AecKBaMaTnBHasi MHEBMOHUS
C VIHTEPCTMLMANbHbLIM KOMNOHEHTOM. O4aroBble KPOBO-
N3NUSHUSA NOZA, NIEBPY M NEFOYHYH NapeHXMMy NpaBoro
1 nesoro nerkoro. ®nbpo3 nopTanbHbIX TpakToB. MMa-
peHxMMaTo3Hble ANCTpommn neveHn, Mmokapaa, Haa-
noyeyvHnkoB. OTek M HabyxaHue BeLLeCcTBa rofIOBHOIO
mo3sra. OTek nerkux.

Conymcmsyrowue. HegoHoweHHOCTb 35 Hepa.
Mmnonnasusa Tumyca (gecuumnt maccol Tena 57,3%).
MepuaykTanbHbii prbpo3.

HenocpedcmeeHHoU npudyuHol cMepmu siBUNach
nonmopraHHas He4OCTaTO4YHOCTb (CepAEYHO-TEroYHas,
XpOHUYeckas noyeyHasi), pasBuBLUAACHA BCMeACTBUE
OCHOBHOro 3aboneBaHusl.

BbiBoa. [1aHHbIN KNMHWYECKUIA CryYan 4EMOHCTPU-
PYET CIOXHblE 3TMYECKME NPOBEMbI, BO3HMKaKOLWME
npu poxgeHun pebeHka C OaHHOW reHeTU4ecKomn
npobnemow, a Takke TPYAHOCTU CMMMTOMATUYECKOWN
KOppeKuMn nNposBreHni ayTOCOMHO-PELIeCCUBHOTO
BapuaHTa MonmK1ucTo3a noYex.
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