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KIMMHWUYECKNIA CNYYAN AYTOCOMHO-
OJOMWHAHTHOIO NOJIMKUCTO3A NMOYEK
Y PEBEHKA C AUCNNA3VEN COEQVUHUTEJIbHON

TKAHA

AKTyanbHOCTb NPOGEMbI MONMKMCTO3a NOYeK Yy AeTen 00yCIoBNeHa BO3PaCTHBIMU 0COBEHHOCTAMM (hOPMUPOBAHMS MOYEYHbIX
KUCT N KIYHUYECKMX NPOSIBAEHNI, YacTbiM pa3BUTMEM CUHAPOMA apTepuanbHOM rMnepTeH3mn U OCNIOXKHEHNUI, UCXOLOM B
XPOHUYECKYIO MOYEYHYI0 HEAOCTaTOYHOCTb. B CTaTbe NpeacTaBneH KNMHUYeCKMUIA Clyyalt NaLumeHTa, HaXOAMBLLErocs Ha Neve-
HMX MO MOBOAY ayTOCOMHO-AOMMWHAHTHOTO MOAMKMCTO3a nodek. OCOBEHHOCTbIO AAaHHOMO Cllyyast sIBMSeTCs [OKa3aHHbIN
HacnefCTBEHHbIN XapakTep 3aboneBaHus, Hanuyve y nauneHTa AMCnnasum COeanMHUTENbHOM TKaHW, paHHee MposiBfieHne
naTonornM B BUAE PeHaNbHOM rmnepTeH3nu. MprmeHeHe MHIMONTOPa aHMMOTEH3NHIPEBPALLAlOLLEro hepMeHTa fo3apTaHa
ABNSAETCA akTMBHOW hapMakoTepanuen apTepranbHON rMnepTeH3nn U PEHONPOTEKLMIN Y IAHHOMO NalmeHTa.

KntoyeBble cnoBa: geTu; ayTOCOMHO-ﬂ,OMVIHaHTHbIVI NONMNKNCTO3 noYek, gncnnasng COG,EI,I/IHI/ITEJ'IbHOI?I TKaHWM
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CLINICAL CASE OF AUTOSOMAL DOMINANT POLYCYSTOSIS OF THE KIDNEY IN A CHILD WITH CONNECTIVE
TISSUE DYPLASIA

The relevance of the problem of autosomal dominant polycystic kidney disease in childhood is due to age-related features of
the formation of renal cysts and clinical manifestations, the frequent development of arterial hypertension syndrome and
complications, and the outcome in chronic renal failure. The article presents a clinical case of a patient with autosomal dominant
polycystic kidney disease. The peculiarity of this case is the proven hereditary nature of the disease, the presence of connective
tissue dysplasia in the patient, the early manifestation of pathology in the form of renal hypertension. The use of the
angiotensin-converting enzyme inhibitor losartan is an active pharmacotherapy for arterial hypertension and renoprotection

in this patient.
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AKTyaJIbHOCTb npo6aembl nosmkncrosa novek (IT11)
y ZeTeit 06ycaoBIeHA BO3PACTHBIMI OCOOEHHOCTS-
M (OPMUPOBAHUS TOYEYHBIX KHUCT W KIMHUIECKUX
TMPOSBJICHNIN, YaCTBIM Pa3BUTHEM CHHIPOMA apTepu-
QJIbHOHI TUIIePTEH3UU U OCJOXKHEHUII, UCXOJ0M B XPO-
HUYeCKyIo Io4euHylo HegocrarouHocTb. IIII — oxno
n3 HamboJsee YaCTBIX HACTIEJCTBEHHBIX 3a00JIeBaHUH,
IPUBOJANINKX K Pa3BUTHIO TEePMUHAJILHON XpOHMYE-
ckolf noueunoit negocrarounocru (XITH). TTonuop-
raHHOe IIOpa’KeHHe U BbICOKas 4acTOTa OCJIOKHEeHMUII,
oOycaoBienupix 1111, mpuBOAST K BBICOKOIH CMEPTHO-
CTH W 3HAYUTEIHHO YXYANIAIOT KAYeCTBO SKU3HU 60JIb-
HBIX.

TMonukucrosuas Goaesub novexk (IIBIT) — Hacnen-
cTBeHHas HedpomaTnus, oO0yCJIOBJIEHHAS MyTarei
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reHOB, OIPEIE/SIONNUX CTPYKTYPY TOYEYHbIX KaHAJb-
1[eB B MX 3MOPHOHAJIBHOM Pa3BUTUH, MPOSIBJISAIONIASICS
00pa3oBaHUeM KHCT BO BCEX OT/eJaX IOYeK, IPOrpec-
CHpOBaHe KOTOPDIX BEJET K CKJIEPO3UPOBAHUIO MTOY€Y-
noit Tkanm u pazsutnio XITH [1]. Pazmmuaior ayroco-
MHO-goMuHauTHYI0 (A/ITTBII), ayTOCOMHO-PELECCUBHY IO
(APIIBII) u HEYTOYHEHHYIO MOJUKHUCTO3HYIO G0JIE3Hb
mouek [2]. B MKDB 10-ro nmepecmorpa IIIT otHocuTcs
k kmaccy Q (XVII) — spoxkaennbre anoMaany (Mopoku
passutus), gedopMaliu U XPOMOCOMHbBIE HAPYIICHIS:
ayTtocomuo-petnieccuBnbiii [T — Q 61.1, ayrocomuo-z10-
muHauTel IIII — Q 61.2, meyroumemmsbiit IIIT —
Q 61.3.

AJIIBII npusogur k passuruio XIIH B perckom
Bo3pacte B 4,3 % ciydaeB, 3aKaHYMBAsICh (DOPMUPOBa-
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nueM TtepMmubaabHoil XIIH y nogasisomero uucia
6osbHBIX K Bospacty 60 ser. APIIBII xapaxrepusyert-
cst ucxogoM B XITH wa mepsoMm romy skusuu B 90 %
cilydaeB, HmepuHaTagbHOI cMepTHOCTBIO B 30-50 % Ciy-
vaes |3, 4].

Yacrora APIIBII B gerckoM Bo3pacTe COCTaBJISIET
1 : 100000, AIIBIT — 1 : 400 — 1 : 1000 HOBOPO-
KICHHBIX.

BoliesiIioT  HECKOJBKO TeHeTHYEeCKNX BapHaHTOB
AJIIIBIL. 80 % AJIIBII cBssans ¢ MyTtaleil rema
PKD1, pacmono:xxeHHOTO Ha KOPOTKOM ILJiede XPOMO-
combl 16 (16p13.31-p13.12). PKD1 koaupyior cunres
MeMOpPAaHHOTO TJWKONPOTENHA W MOJUIUCTHHOB 1 T
2 (PC1 u PC2), KOTOpbIE PACIOJIOKEHDI B EPBUYHBIX
IIUTASAX SMUTEINS KaHATIBIIEB U IPUHUMAIOT YIacTHe BO
B3aNMOOTHOTICHNAX KJETKAa-KJIETKA, KJeTKa-MaTPUKC.
Oxkoso 15 % cnyuaeB AJIIIBIT accormupoBaHbl ¢ MyTa-
nmeit rena PKD2, pacno/ioskeHHOTo Ha JJTUHHOM TLIede
xpoMocombl 4 (4q21-¢23) U KOAMPYIOIIEro IPOTEUH,
B3anmozeiictytomuit ¢ PC1 u PC2. CpasautenbHo
HeOOJIBITIOE YNCJIO CIy9aeB He CBS3aHBI HU C OJHUM U3
MepednCcIeHHBIX TeHOB. B HacTosmee BpeMs HeT ein-
HOTO MHEHUS O JOKQJIM3AIUN 3TOTO TPETHhEro TeHa, 1
oH ycaoBHo HazBan PKD3 [1].

APIIBII o6ycaosiena myranmeii rena PKHDI1,
PACIIOJIOKEHHOTO HA KOPOTKOM ILIede XpoMOcoMbl 6 (6p21—
p12). Beaxosbiii npoaykr rena PKHD1 — dubporu-
CTHH, HAXOAAMUIICA B MEPBUYHBIX I[MJINAX U I[EHTPO-
comax. O ydactByeT B OCHOBHBIX (pynkrmax PC1l u
PC2. Tenst PKD1, PKD2 n PKHD1 n uX mpoayKTsI
TIPe/ICTAaBJICHDBI BO BHETIOUCYHBIX KIETOUHDIX MOITYJISIIN-
X, 4TO 00YCIaBJINBAET cucTeMHOe ropaskenue 1pu 111
[5].

KucTtel modex MTPOUCXOAAT W3 SMHUTEJNOINTOB
Kanasbies u(uau) cobuparenbubix Tpy6ouex. IIIT
MOXXeT OBITb OTHECEH K I[NINONATHAM, TTOCKOJBKY €TO
TATOTEHe3 OTpeIe/SeTCS MePBUYHBIMI N3MEHEHNSMH B
mnmsax. [ledextsr PC1, PC2 u dubpormcrnna B iam-
X ATMUTEeNNs KaHAJIDbIEB MPUBOASAT K YCHJICHHON TIPO-
Judepanyii ¥ amoNTO3y 3MUTEINONNTOB, MOTepe UX
IJTAHAPHON MOJIIPHOCTH, HAPYIICHISAM CBSA3H ¢ 6a3aJIb-
HOI MeMOpaHoii u TpancopMaIi HOPMAJIbHOTO peas-
COpOIMOHHOTO (PEHOTHTIA KJIETOK B CEKPETOPHBIN.
Jlanuble 1poriecchl 00YCIABANBAIOT HAKOIJIEHUE BHY-
TPUKAHAIBIEBON JKUAKOCTH, (DOPMUPOBAHHE W IIPO-
TpeccupoBaHie pa3MepoB KHCT, yBelmdeHHe oObeMa
MOYKW, pas3BuTHe Hedpockiaeposa. /[lokasamno, dTO
00beM TOYEK M KICT PACTYT 9KCIOHEHIIHAJILHO CO CKO-
poctbio B cpeareM Ha 5,3 % B roj. IIpoucxomur Hapy-
IIeHIe CTPYKTYPBI OpraHa B pe3yJbTaTe 3aMeleHNs
YYaCTKOB TMAPEHXWMBI KHCTAMHU Pa3JNYHOTO pa3Mepa.
IIpu AIIIBII MHOecTBeHHbIe KPYTJIble KUCTbI Pa3HbIX
Pa3MepoB paclpeiesIAIoTCS 110 Beell MapeHxnMe MOoYKH,
ObICTPO TEPSIIOT CBSI3b ¢ KaHasblieM Hedpona. Ilpu
APIIBIT xumcTbl TpeacTaBIAOT cOOO paciiupenne
coOMpaTeNbHBIX TPyO6OUYeK, MEHBIINEe B pa3Mepax,
MMEIOT BBITAHYTYI0 (JOPMY, COXPAHSIOT CBS3D ¢ Hepo-
nom. C Bospacrom mpu A/IIIBII mpomcxoant Hempe-
PBIBHBLI POCT Auamerpa KHUCT B noukax, npu APIIBIT —
Iporpeccupyioniee yBeJmdeHrne o6beMa MoYeK W IHciIa
MeJIKUX KHucr [6].

€/

B mpouecce nmporpeccupoBaHusi KHCT IIPOUCXOJUT
peMo/ieIMpoBanne MOYEeYHOH TKAHW 3a CUET paspacTa-
HUS BOJIOKHUCTOI 4aCTH 9KCTPALIE/LIIONAPHOIO MaTPUK-
ca COeIMHUTEJBHON TKaHW B pe3yJbTare mucOHaIaHca
COOTHOIIEHNs MATPUYHBIX MeTastonporerntnas (MMPs)
U TKaHEBbIX MHrHOUTOPOB MeTasonporentasd (TIMPs).
MMPs cekpeTupylorcst CoeJUHUTE/NIbHOI TKaHbIO, a Tak
KaK 3TH IPOTENHA3bl UTPAlOT BAXXHYIO PO B pPeMojie-
JIMPOBAHUM  HKCTPALE/IIONSIPHOrO MaTpPUKCA, OHU
HINPOKO PACIIPOCTPAHEHBI B GOJIBIIMHCTBE OPraHoB. B
YaCTHOCTH, B TKaHAX ouku MMPs npexcrasienbl
koJtarenasamu IV tuma (MMP-2, MMP-3, MMP-9).
ITpu AJIIIBII, o mMepe pocra o6beMa KUCT, MTPOHCXO-
IUT yBEJIMYEHNE COAEPXKAHWSA 3THX MPOTEMHA3 n
TIMP-1 B kpoBu u Moue. /[okazaHo, 9TO aKTUBHOCTH
MMIIs u skcrpeccust kosutarena I tuna npu IIII mosker
BBI3BATh (POPMUPOBAHNE HOBBIX M POCT MMEIONIXCS
Kkuct [7].

Pousb cucrembr MMIIs 3HaunMa He TOJILKO B I1aTO-
rerese IIBII. Hapymienne 6amanca MeXxay JeTpajani-
efl 1 CHHTE30M KOMIIOHEHTOB BHEKJIETOYHOTO MaTpHUKCA
Ha6JTIO/TaeTCA MPH HEKOTOPBIX MATOJOTHYECKUX COCTO-
SHUAX, B TOM YHCJIE W TIPU AUCIIA3UH COeMHUTENbHON
tkarm (JICT). JICT o6ycioBieHa reHeTHYECKN JeTep-
MIHHPOBAHHBIMHI Je(eKTaMI BOJOKHICTBIX CTPYKTYP,
OCHOBHOTO BeIEeCTBa, MPHUBOAMNME K HapyIIEHHIO
dopmoobpazoBanust opranoB u cucreM [8]. Ilpu JICT
nMeeT MecTo TpeBangupoBanne MMP-1 n MMP-9 nan
yposeM TIMP-1, uro cBUIETEJbCTBYIOT O IIPEBbIIIE-
HUU Jerpajaluyl KoJulareHa Hajl CHHTe30M, U OTpakaer
JIECTPYKTUBHOE PEMOJIEJNPOBAHNE BHEKJIETOYHOTO
MaTpukca. Vsmenenmss MMP-9, BpipabarbiBaeMoit B
TOM UHCJIe SHIOTEJNONNTAMHU, MOTYT OTPa’KaTh CBOM-
ctBernyio /[ICT sugoremmanbuyio aucyakmmo [7].

He cymectByeT eqnHOl 0OUENPHHATON KIaccudu-
Kalny KHUCTO3HBIX GoJie3Heil movek. B ochHoBe Gosee
20 knaccuduranuil gexkar maroreHerndeckue, Mopdo-
JIOTHYECKIe, PEHTTEHOJIOTHYECKNe, KINHNYECKHe ITIPOo-
apiaennsa. B xarazore OMIM npucyTcTByIOT TpH Bapu-
anta A/IIIBII n gBa Bapmanta APIIBII. Cormacno
knaccudukarmu S.M. Bonsib (2010), 8 APTIBII Bbige-
ot Kiaaccudeckuii (undantuibibiii) tun (y HOBOPo-
JKICHHBIX, fereil 1o 1 roga) u gerckuii tun (¢ Gpuépo-
som teuenn), B AJIIIBII — kmaccuveckuit tum (y
B3POCJIbIX) U THII ¢ PaHHell Manudecranueil B 1eTCKoM
Bospacre. Ilpu puarnocruxe AJ/IIIBII B Bospacre 1o
15 seT ucmonb3yeTcs TEePMUH <«paHHee Hadaao», 0
18 MecaneB — «o4eHDb paHHee HAYATIO».

Kmunnuaeckas kapruaa A/{IIBII nw APIIBII nmeer
cymectBennble pasanuug. A/[IIBII moxker mporexaTnb
6ecCUMIITOMHO B T€YeHHe MePBbIX HECKOJbKUX JeCsITH-
JIeTHHt KU3HN. 3a9acTyio, PH OTCYTCTBUH M3BECTHOTO
ceMefHOTO aHaMHe3a, AWArHO3 TalleHTaM yCTaHaBJIN-
Baercst npu BbinogHeHnn Y 3V GPIOMHOI HOI0CTH 110
KakuM-To JpyruM nokazanusiMm. Teuenme AJIITBIL
COIIPOBOJK/IAETCS TIETBIM PSIZIOM TTOYEYHBIX 1 BHETIOUEU-
HbIX npogasienuii. Penaabuble nposasinenuss A/IIBII:
6OJIEBOIT CHHAPOM, TeMaTypus, NPOTenHypus, Hedpo-
Jurtuas, aprepuanbHas runeprensus, XIITH.
OKcrpapenasbubie TposiBienus miag A/IIIBII ouenn
TUNNYHDBI, K HUM OTHOCSITCS: KICTBI B NIEYEHH, TOKe-
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JIyIOYHOI >KeJle3e, TOJIOBHOM MO3Te, SMYHUKAX, ceJle-
3eHKe, aHeBPU3Mbl COCY/JO0B TOJIOBHOTO MO3ra, IIpO-
JlallCbl KJIAIIaHOB, u3 KOTOPBIX caMBIM
PaCIPOCTPAHEHHDBIM SBJIAETCS IIPOJIAIIC MUTPAIbHOIO
kamana [9].

Bosm B xmBOTe M TMOSCHUYHOI o6iacTH — camas
pacipocrpanentas kano6a B JaHHON TPYyIIe HalneH-
ToB. BoseBoit cungpoM 06yCJIOBIEH TPOTPECCHBHBIM
yBeIMYEeHHEM pasMepoB KHCT, CAABICHIEM HEPBHBIX
OKOHYAHUI MapeHXNMBI TOYeK, HapyIIeHIeM yPOANHa-
MIUKH U PaCTSKEHHEeM MOYeYHO Kamcymbl. lemarypns
MOXXeT OBITh MHKPO- M MaKPOCKOIIMYECKON, WHTePMMUT-
TUpyloueil U NocToAHHOR. IIpu MaccuBHOU reMaTypun
MOTYT 00pa30BBIBATLCSA TEMATOMBI B KICTaxX TIOYeEK,
MPONCXOANTL OOTYypalysd MOYEBBIBOAAINX MyTel
BBIPAKEHHBIM OO0JIEBBIM CHHAPOMOM. ApTepuajabHas
TUIIEPTEH3NA — OJWH W3 CaMbIX PAHHUX IPU3HAKOB
AJITIIBII. PasBuBaerca eie 0 TOTO, KaK HaYMHAET
CHIIKATBCSI CKOPOCTb KJYOOUKOBOil (uibTpaiinu u
4acTo uMeeT HeKOHTpoJupyeMblil xapakrep. Iopaxkenue
OpraHoB-MuIIeHel 6oJiee BBIPaAKEHO, YeM TIPH THIEepPTO-
HU4YecKoii GoJsiesrn. HanGosblyio poJib B reHese apre-
pHATbHON THHIEePTeH3NH UTPaeT aKTUBAINA PeHNH-aHTH-
OTEH3UH-aJIbJOCTEPOHOBOI CUCTEMbI. Y POBEHb PEHUHA
n anruorensuHa y nauumentos AJ/[IIBII nosbiiren 1o
CPaBHEHHUIO C TaKOBBIMH y TMAIMEHTOB C THIIEPTOHMYE-
CKOi1 60s1e3HBI0. VIMeeT MeCTo TaksKe aKTHBAIUST HHTPA-
peHaJTbHON  PEeHWH-aHTHMOTEH3WH-ATbJOCTEPOHOBOM
cucteMbl. HedposnTtnas, MOYEKNCJBIH WJIN CMEIIAH-
HbIil, pasBUBaeTCS B Pe3yJbTare JOKAIbHOIO 3aMejlle-
HUSA ToKa Moun, cHmkeHns pH. Hapymenna gpynaxim
[IOYeK IIPOSIBJIAIOTCA Ha PAaHHUX 3TallaX KOHLEHTpal-
oHHBIM gedextoM. Ha mo3gaHnX cragngax MOpH CHIDKE-
HUM CKOPOCTH KJIyGOUYKOBON (UIbTpaIini HAOII0/1aI0T-
¢S TUMIMYHBIE CHMOTOMBI mporpeccupylomeit XITH [1].

Kmunnaeckne mpossiaenns APIIBII B TummuHbIxX
C/IydasX OTMedaloTCs y:Ke [IPU POXKICHUU: yBeJudeHue
o0beMa JKMBOTA, NANBINPYyeMble IUIOTHBIE ITIOYKH C
GyTpHCTOii TMOBEPXHOCTBIO, OTEYHbIl CHHIPOM, JbIXa-
TesIbHas HeJJ0CTaTOYHOCTD, apTeprasbHas TUIepTeH3Us,
rermaTtoMeranus, BPOXKIAeHHbIH (HUOPO3 M TOJUKICTO3
nevenn. APIIBIT xapakrepusyercst HeGJarompusiTHHIM
pOTHO30M, 6BICTPBIM ncxogoM B XITH na mepBoM roxy
skusau [10].

KomncepsaTusHoe Jieyetne 3a60JeBaHis HAPABJIEHO
Ha CHIDKeHHe TeMIIOB pPOCTa KUCT M 3aMejJleHue I1po-
rpeccupoBatust AUCQYHKIMU 104eK (PEHOIPOTEKIIHIO).
Y neteft M MOAPOCTKOB TIPONLIN KJIMHIYECKIE MCITBITA-
HHUS aHTaTOHUCTBHI pereniTopa V2 Ba3oIpeccuHa, WHTU-
GUTOPDBI MYJIBTUKMHA3bI, AHAJIOIM COMATOCTATHHA, CTa-
tunpl, wuHrn6uroper mTOP, wMerdopmun. Ilpu
apTepuaTbHON THHEPTEH3NN MpemapaTaMu BBIOOpA
ABJAIOTCSA WHTHOUTOPBI AHTHOTEH3MHIIPEBPAIIATONIET0
depMenTa u GJOKATOPHI perenTopoB anrnotensduna I1.
B trepmunanbnoit craguu XIITH npoannuts KusHb maim-
€HTy MOTYT TEPHUTOHEANbHBIH AMAJN3 M TpaHCIIaHTa-
st mouek [1, 11].

MHOTUMHI aBTOpaMH OTMeUYeHa B3aNMMOCBA3b MOYeY-
HOI TIATOJIOTHN C ANCIUIA3Nell COeJMHUTENbHON TKAHM
(ZICT). [IBe Tpetn jereil ¢ BOCHAMUTENBHBIME 3200.1€-
BaHMAMH MOYEK M BCe MAIIMEHTHI ¢ MOPOKAMU Pa3BUTHA
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OpraHoB MOYEBOIl CHCTEMbI HUMEIOT (DEHOTHIIYECKUEe
BHentHue 1/ uan Buctepaabibie npusnakun JJCT pas-
JIMYHBIX OPraHoB U cucteM. PacrpocrpaneHHocTs naro-
Jornn MoueBbIBosiAIei cuctemel Ha one [ICT moctn-
raet 68-80 % [12]. IIII MOKeT ABAATHCS MPOSBICHUEM
JICT [13]. B nmrepatype pe3yJbTaTbl MCCJIEIOBAHUI
3TOH POGIEMBI B OCHOBHOM TIPE/ICTABICHDI M3yUeHUEM
0COGEHHOCTEN BOCHATUTETBHBIX 3a00J€BaHIi 1T0YeK U
BPOXK/IEHHBIX TOPOKOB Pa3BUTUSI MOUYEBOIl CHCTEMbBI HA
done ICT. Coobuienns o KIMHIIECKAX CIydasx code-
Tauns HacaenacTBeHHBbIX Hedpomatuit m [ICT BcTpeua-
ores pexxe [14, 15].

[TpuBoauM coOcTBEHHOE HAOMIO/IEHNE KINHIYECKOTO
cayyasgs A/IIIBIT y mampunka ¢ /ICT.

Magpuuk C., 16 seT, moCTymuI B KapAHOpPEBMATO-
Jlorndeckoe otjesenue IocyapcTBeHHOTO G10/KETHOTO
yapexxieHns «l'oposackas geTckas KJAMHHIECKAs 6OTb-
nuna Ne 1 r. Jlonenkas [Jist IJIAHOBOTO 0GC/I€I0BAHUSI.

Anammnes 3sabonesanus. Y peGeHka B Bo3pacte
3 ger conorpaduuecku ObLn amarHoctuposan 1111
(o6cmemoBanme MPOBOAMIOCH B CBsA3K ¢ HasuuweM TTTT
y oria namuenTa). B Bospacre 12 ser npu o6eienosa-
HUM 110 MOBOJLY »Kasio0 Ha rosioBHbIe GoOJii OblIa BbISIB-
Jena aprepuanbhas runeprensust 140,80 MM pr. cT.,
MuKpoansGymunypust — 97,8 mr/24 gaca. B Tepammio
BKJTIOYEH Jo3apTad B go3e 5O Mr B cyTKu. B Bo3spacre
15 JIeT OTMeYeHO TOBbIIIIeHne MUKPOATbOYMUHYPHH /10
151,2 Mr/24 yaca. IIpoBejieHa KOppeKIHsl Tepariu —
MOBBINIEHA /032 jJo3apTtana 1o 100 Mr B CyTKH, KOTO-
Pblit peGeHOK ToTydaeT /[0 HACTOSIIIET0 BPEMEHN.

Anammnes xusnu. PeGenok or Il Gepemennoct,
TpOTeKaBIIell ¢ BHYTPHYTPOOHOI THIIOKCHEH 1 3aepK-
KOIl BHYTPUYTPOGHOTO Pa3BUTHSI ILJIO/A, TIEPBBIX MATO-
JIOTYECKUX POJIOB. PoApl mMyTeM KecapeBa CedYeHHUS.
Pacter m pa3BUBaeTcAd COOTBETCTBEHHO BO3PACTY.
IIepenec OPBU, OPOHXHUT, IIHEeBMOHHUIO.
HacaencrBennniit anamues: y orna — [III, penanbnas
rUIepPTEeH3UsT, TEMOPPArNYecKuil HHCYJIbT, Y MaTepu —
BUTUJIHTO.

[Ipn mocrymaennn coctosnue peGeHKa YIOBJIETBO-
puresnbHoe. Temneparypa tena 36,6°C, UCC — 66/
mut; Y/ — 20/ vun, Al — 122/66 mm pr. cr., UMT —
20,2 xr/m2. HopMocTenuueckoro TeJ0CJI0KeHus,
VAOBJIETBOPUTEIBHOTO THTAHUA. KOKHBIE MOKPOBBI
00bIYHOTO 1BeTa, HeBychl CarTona Ha crimte. Cansucrbie
po3oBble, uuctble. /[pIxaHue uYepe3 HOC CBOOOIHOE,
oTiensieMoro HeT. KocCTHO-MBINIEYHAsS CHCTEMa:
S-006pasHblii CKOJNO3 HIEHHO-TPYAHOrO OT/Iea M03BO-
HOYHWKA, IJIOCKOcTOomme. /[pIXxaHme B JIETKUX BE3NKY-
JgsipHoe. 'paHuIbl OTHOCHTEIBLHON CepAedHol TynocTn
BospacThble. TOHBI cep/lla TPOMKUE, PUTMHUYHbIE,
KOPOTKNH CHCTOJMYECKUH IIyM Ha BepXyUIKe 6e3 30HBI
nposegenusi. sKuBor Msrkuii, 06e3060J€3HEHHDII.
[Tevenn y xpas pebepHoii ayru. CeseseHKka He MaTbIN-
pyercsa. Cryn 1 paz B 2 cyTok, OQOPMIEHHBII.
Modencryckanne He HapyIIeHO.

Kaunuueckuti anaaus xpoeu: 3PUTPOIUTEI —
4,99 T/n, Hb — 148 r/n, nelixoruter — 5,8 I/,
9. — 2%, n. —1%,¢. —55%, 1. —32 %, m. — 10 %,
tpomGormTer — 200 I/, Ht — 42,5 %, CO9 — 3 MM/
Jac.
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O6wuii ananu3 Mmouu: LBET — CBETJIO-KENITHII,
KHCJOTHOCTh — cJIab0-KUCJaasi, OTHOCUTEJbHAS ILJIOT-
noctb Moun — 1016, Geqok — Her, caxap — HeET, AIH-
TeMnii TJIOCKU — 1-2 B mojie 3peHwus, JeHKOIUTBI —
2-3 B 1OJIe 3peHus, 9PUTPOIUTHI — HET, TIHJINH/IPBI — HET,
cau3b — HeT, GaKTepuil — HET, COJM — HeT.

Ananuz mouu no Heuunopenxo: setfikonntst — 750,
sputporutsl — 500, MMINHAPOB HET.

Anaruz mouu no SuUMHUYKOMY: THEBHON ITUype3 —
1200 M, mounoit amype3 — 700 MuI, oTHOCHTETbHAS
mwrotHocTs Moun 1005-1012.

Ananuz mouu Ha CYmoUHyo NPOMEUHYPUIO U 2110~
KO3y — OTPUIATEJbHBIH.

Buoxumuueckuil anaau3 mouu: MUKPOATbOYMHUH B
Moye — 135 Mr/24 ygaca.

Maxpoanemenmol Kposu: Kamii — 3,8 MMoJb/ I,
Harpuit — 136 mmoun/ 71, dochop — 1,1 Mmos,/ 1.

Buoxumuueckuil anaiu3 Kposu: TJIIOKO3a —
4,7 mmosb/ 1, obmuit 6eok — 69 /1, Gunupy6un

obumit — 15,7 MKMOJIb/JI, B TOM YHCJE MPAMOI —
3,1 mMxmomn/n1, ACT — 27 E/n, AJIT — 34 E/u,
MOYeBUHA — 5,2 MKMOJIb/JI, KpeaTuHuH —

94,0 MKMOJIB/ 7, CKOPOCTb KJIyGOYKOBOW (uibTpa-
i — 69 MJI/MUH., Xomectepu — 3,2 MKMOJb/ JI.

Cocko6 na 3nmepo6uo3: OTPULATEIbHDIN.

Ananuz xaia wa zeibMunmvl U npocmenuiue; mHe
00HAPY KECHBDI.

Baxmepuonozuueckoe uccaedoganue Mouu: TaTo-
reHHble W YCJIOBHO IATOTEHHbIE MUKDPOOPraHU3MbI He
BbISIBJIEHDI.

OKI': putMm cunycoBbiii, peryasapunii; UCC —
58-66,/Mun, PQ — 0,14", QRS — 0,07", QT — 0,38,
BEPTHUKAIbHOE TTOOKEHNE 3IEKTPIUECKON OCH Cepala.

Y3U opeanos 6prownol noiocmu: HOPMaabHAS
9XOKAPTUHA MeYeHH, JKeTUHOTO Iy3bIPsi, TO/Key/04-
HOM JKeJe3bl, CeJTe3eHKI.

Y3U wumosudnoti xene3vl: HOpMabHas 9XOKap-
THHA MUTOBUAHOI kesae3bl. O6umtit o6beM — 14,46 cm®.

Y3U nouex u moueeozo ny3vips: MOYKN PACIIOIO-
JKEHBI B THIWYHOM MecTe, pa3Mepbl B Ipejesiax BO3-
pacrHoii HOpMbI. [lapenxuMa Ha OGOJIBIINHCTBE BH3Ya-
JIM3UPYEMBIX y4acTKaxX 6e3 4eTKOH KOPTHKO-MEeAYJLIIpP-
HOlt inpdepeHnnpoBK, reTeporeHHasi, ¢ HepaBHOMep-
HBIM TOBBINIEHNEM 3XOTeHHOCTH. B Helt, mpenmytie-
CTBEHHO B IPE/IeNaX KOPTUKAIBHON 30HBI, OTMEYAIOTCS
OT/leJIbHbIE OTTPAHNYEHHbIE AHIXOTEHHbIE 00PA30BAHMUS
HENpaBUJIbHOM OKPYIJION (DOPMbBI PasJMIHOTO JHaMe-
tpa (1o 21,5 MM B J1eBoii nmouke u g0 12,6 MM — B
npasoit). HopMasibHast 9XOKapTUHA MOYEBOIO ITy3bIPSL.
OO6s1acTh HAIIOYEYHUKOB 0€3 MaTOJOrNYeCKIX n3MeHe-
Huil. 3ak/oueHue: NOMUKUCTO3 T0YeK («B3pOCIbiii»
KanHmaecknii tuir) (puc.).

Oxo-KI': pasMeppl KaMep cepAlla COOTBETCTBYIOT
IJTOMAAN TOBEPXHOCTH TeJa, (DYHKINSA KJIAaHOB He
HapylleHa, COKPATUMOCTh MHOKap/a B HOPMe.

Xoameposckoe monumopuposanue A/l: Cpennee
snavenne A/l cocraBmmu guem — 112 u 65 MM pT. CT.,
Houbio — 95 m 50 MM pr1. cr. Cpennasas UCC nnem —
70 yn/vuH, HOUBIO — 52 ya/MuH. CTeneHb CHIDKEHNUS
Al B nounnte wacer: CAJT (15,6 %) — munmep; TAJ
(23,3 %) — rumepaunmep. MaKkcuMaJbHbIE 3HAYEHHST

@/ (aTb ¥ _J/ATA

AJl muem 136 m 85 MM pr. cT., HOUBIO — 110 1 60 MM
pT. cr. Munnmanbuble 3HaueHmss A/l namem — 89 m
36 MM pT. cT., HOUbIO — 83 U 40 MM pT. CT.

Y3/T cocydos weu: neBasi MO3BOHOTHAST ApTEPHsI
MaJoro AnaMeTpa. Y CKOpeH’e KPOBOTOKA 10 COHHBIM
1 TTO3BOHOYHBIM apTepusiM. ACUMMETPHS KPOBOTOKA TIO
TTO3BOHOYHBIM apTEPHSIM.

Y3/ cocydos ocnosanus mo3zda: CHUKEHUE KPO-
BOTOKA TIO CPEHUM W TIEPETHUM MO3TOBBIM apTEPHIM.
CHIKeHre KPOBOTOKA TI0 MO3BOHOYHBIM apTEPUSIM.

Penmeenozpagpus wetirozo omoena n036OHOUHUKA:
S-06pa3ublii  CKOJWO3 MIEHHO-TPYAHOTO OT/AENA.
HecrabuibHOCTD TieiiHbIx cermenToB. CHIOHANI0APTPO3
COUJIEHEHNI MEeHBIX CETMEHTOB.

MPT wetinozo omoena no36OHOUHUKA: OCTEOXOH-
pPO3, CIOHAMJIOAPTPO3, CIOHAWIE3 IIEHHOTO OTena
M03BOHOYHWKA. [IpoTpy3un MeRTO3BOHKOBBIX NCKOB
Crv-Cy, CyrCyyr. Ha MP-anruorpammax aprepuii
nren cocybl 6e3 MPU3HAKOB MATOJOTHYECKONW M3BUTO-
CTH, XOJ COCYZIOB OObIuHbIi, MP-curHas cTabuabHbIN
Ha BCEM MPOTSKEHWH, MATOJOTHYECKOTO W3MEHEHS
MP-curHa/ma He BBISIBIEHO.

MPT 201061020 MO032a: OYAroBbIX M OODBEMHBIX
M3MEHEHUII B TOJIOBHOM MO3re Ha MOMEHT KCCJIEeIOBa-
HUS He BBbIABJIeHO. Pacimmpenme MHUCTEPH TOJOBHOTO
Mo3Ta 1 Cy0apaxXHOUAAIBHBIX MPOCTPAHCTB B JIOOHDBIX
o6acTsix ¢ 06enx CTOPOH.

Koncyrvmayusa wneeposnoza: lledanrns mampsske-
HUS ¢ TPU3HAKAMW BHYTPUYEPENHON THUIEPTEH3UN U
HapyIlIeHneM BeHO3HOTO OTTOKA.

Koncyavmavuus oxkyaucma: Muonusg O]/l caaboit
CTEIICHH.

Koncyrvmauyus depmamonoea: Hesycor Cerroma.

Kmunnuecknit muarnos: AJIIIBII. Xpouwndeckas
6oJe3nb ouek C2 A2. Penasnbnas runeprensus. JCT:
S-06pasHblil CKOMMO3 MEHHO-TPYHOTO OTeTa TT03BO-
HOYHHMKA, HECTaOUJIbHOCTD IIEfTHBIX CEerMEHTOB, CIIOH-
JINJI0APTPO3, OCTEOXOH/IPO3, CIIOH/INJIE3 TMEeHHOTO OT/Ie-
Jla TIO3BOHOYHWKA, TIPOTPY3UH MEKMO3BOHOUHBIX
nucko C4-C5, C6-C7, BepreGpo-GasmiisipHast HeI0-
CTATOYHOCTD, Taockoctomme, Mmuonusa O/, Hesyco
CerroHna.

PucyHok

DxoKapTuHa Nnpu NnpoBeaeHUN NaumneHTy Y31 noyek
Figure

Echocardiography during an ultrasound of the kidneys
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CITYHAW 13 MPAKTUKM

B ornenennu peGeHOK MOJydasn JedeHne: Jo3apTan
50 MT 2 pa3a B CyTKH.

ITokasatem A/l B ormesenun 120,/70-110,/60 MM
pT. CT.

BbiBOJbI

AJIIBII — peakas B JeTCKOM BO3pacre HacJse[l-
crBernast HedpponaTusi. OcoO6EHHOCTHIO JAHHOTO CJIydast
SIBJISIETCS  JIOKA3aHHbIl HacJeJCTBEHHBII XapaKTep
sabonepanus (y orna peGenka IIT1), namnume y manu-
enta JICT, pannee BoisiBaeHue natojorun (B Bo3pacre
3-x Jser), pannee ee nposieaenue (B Bospacre 12 jer)

B BUJIe PeHAJIbHOI TunepTensun. [IpnMenenne nHTruOmM-
TOpa aHTHOTEH3WHIIPEeBPAIIAIoNiero ¢hepMeHTa JIo3apTa-
Ha SABJSETCS aKTUBHOWM (apMaKoTepanueil apTepuasb-
HOW THUIEPTEH3WM W PEHONPOTEKINU Y JaHHOTO
TmanuenTa.

HNudopmanus o punancupoBannu u KoHpIHKTE
HHTEPECOB
WccnenoBanne He MMEJO CIIOHCOPCKOI MOJIePIK-
KH.
ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX W MOTEH-
IIATbHBIX KOH(MIUKTOB WHTEPECOB, CBSI3AHHBIX C
my6auKaIeil HacToSIIeN CTaThbu.
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