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AHHOTANMA. AyTOCOMHO-PEIIECCHBHAS MOMUKUCTO3HAst Oose3nb moyek (ARPKD, MIM 263200) — onHo u3
TSDKEITBIX PEAKHUX HACJIEACTBEHHBIX 3a00ieBaHui N3 rpynnsl GUOPO3HO-KHUCTO3HBIX 3a00JI€BaHUIl ITEUeHH U T10-
yek. Yactora B nmomynsauuu B cpenHeM coctasister 1:20 000 — 1:40 000 HoBopoxIeHHBIX. Y nerelt SkyTun
JJaHHas [aTOJIOTUsSl paHee He omIMcaHa. B cTaTbe mpeicTaBieH TSKENbIH KIMHUYECKUH Cilydail ¢ ayTOCOMHO-
peLeccuBHOM MOJIMKHUCTO3HOW Goie3Hbio mouek (ARPKD), mrarHocTHpOBaHHOM aHTEHATANBHO Y CEMHMECSd-
Horo pebOeHka. 3abosieBaHHE XapaKTepPU30BAIOCH KPaiHEe TSDKEIBIM TEYEHHEM C OBICTPBIM IPOTrPEeCcCHPOBAHIEM
JI0 TEPMUHAIBHOI cTaauu xpoHudeckoi 6one3nn nouek (XBIT 5-# cragum), BeIpasKeHHOH MOPTAIBEHO THITEp-
TEH3MEH C renaTtoCcIIeHOMeralieil 1 acliuTOM, BPOXKAEHHBIM ITIOPOKOM cep/ua (IedexT MexIpeacepaHoil mepe-
roponkn). Ha ¢oHe nMMyHOCYIpEeCCHBHOM Tepanuy, pa3BUTHs yPEMHUX W HYyTPUTHBHON HEIOCTaTOYHOCTH, JJIH-
TEJILHOTO TpeObIBaHMs peOCHKa B OTACICHNH peaHHMAaliH PAa3BUIINCH TSDKEIIble HO30KOMHAIBHBIE OCIOKHEHHSI:
BEHTHJISITOP-aCCOLMUPOBAHHAs THEBMOHMS, 1Tep(Oparysi TOHKOTO KHIICUHHKA ¢ AU(PQY3HBIM HEPUTOHUTOM U
cencuc. HecMoTpsl Ha KOMIIJIEKCHYIO Teparuio, 0TMEYaoCch HEYKIIOHHOE IIPOrpecCUpOBaHKE IIOJIMOPTaHHON He-
JIOCTaTOYHOCTH, NPUBEALIEE K JeTalbHOMY UCXONy. JlaHHBIN cilyudail MITIOCTPUPYET CIOKHOCTH BEAEHUS Maly-
entoB ¢ ARPKD u karactpoduueckn BEICOKHH PHCK JIETAIBHOTO MCXO/a MPU NPHCOSANHEHHN NH()EKIIMOHHBIX
ocnoxxHeHuil. Benenne nanmentos ¢ ARPKD mnpencrasisier co6oii citoxHYI0 3a1a4y, TpeOyIOIIy 0 MYJIBTHIIIC-
LUIUIMHAPHOTO TTOJX0/Ia B TEPaNuK, KOOPAWHAINH YCUIINH HEOHATOJIOTOB, aHECTE3HOJIOTOB, HE(POIOTOB, Tremna-
TOJIOTOB M XUPYproB. [IporHo3 3aboneBaHyst BCEera 0CTaeTCs CEPhe3HBIM, a BEBDKHBAEMOCTh PeOeHKa HAIPSIMYIO
3aBUCHUT OT CTEIICHU MTOPAKCHHUs MOoUeK U NedeHu. ONUCaHHbIM KIMHUYECKUIl citydail JeMOHCTpUpPYET arpeccuB-
Hoe, KaracTpodudeckn OvicTpoe Tedenrne ARPKD ¢ panunm passutuem tepmuHaibHo# cragun XBI1, Tsokenoit
MOPTaJILHOW THUITEpTEeH3Mel 1 (GaTanbHBIMUA HHPEKIIMOHHBIMH OCJIOKHEHUSIMU.

KoroueBble c10Ba: ayTOCOMHO-pELECCUBHAS ITOJIMKUCTO3HAs OOJIE3HB ITOYEK, HOBOPOXKICHHBIN, XpOHHYeE-
ckast 00JIe3Hb [TOYEK, MOPTAIbHAS THIEPTEH3Hs1, HO30KOMHAIIbHASI HH(EKIHS, CETICUC, TEPUTOHHUT.
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Abstract. Autosomal recessive polycystic kidney disease (ARPKD, MIM 263200) is one of the severe, rare
hereditary diseases from the group of fibrocystic diseases of the liver and kidneys. The average frequency in
the population is 1:20,000 — 1:40,000 newborns. This pathology has not been previously described in children
in Yakutia. The article presents a severe clinical case of a 7-month-old girl with autosomal recessive polycystic
kidney disease (ARPKD), diagnosed antenatally. The disease was characterized by an extremely severe
course with rapid progression to the end stage of chronic kidney disease (stage 5 CKD), pronounced portal
hypertension with hepatosplenomegaly and ascites, as well as a congenital heart defect (atrial septal defect).
Against the background of immunosuppressive therapy, the development of uremia and nutritional deficiency,
as well as the child’s prolonged stay in the intensive care unit, severe nosocomial complications developed:
ventilator associated pneumonia, perforation of the small intestine with diffuse peritonitis, and sepsis. Despite
comprehensive therapy, there was a steady progression of multiple organ failure, which led to a fatal outcome.
This case illustrates the difficulties in managing patients with ARPKD and the catastrophically high risk of
death when infectious complications develop. Managing patients with ARPKD is a complex task that requires
a multidisciplinary approach to therapy and necessitates coordination among neonatologists, anesthesiologists,
nephrologists, hepatologists, and surgeons. The prognosis for the disease always remains serious, and the child’s
survival directly depends on the extent of kidney and liver damage. The described clinical case demonstrates an
aggressive, catastrophically rapid course of ARPKD with early development of end stage CKD, severe portal
hypertension, and fatal infectious complications.

Keywords: autosomal recessive polycystic kidney disease, newborn, chronic kidney disease, portal
hypertension, nosocomial infection, sepsis, peritonitis
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BBeagenue

AyTOCOMHO-peIIeCCHBHAs MOJIMKHCTO3Has Oone3Hb mouek (ARPKD, MIM 263200) — peakoe
HacJeJCTBeHHOE 3a0o0ieBanue ¢ npennonaraemoil gactoroir 1:20 000 — 1:40 000 HOBOPOXKACHHBIX,
oTHocsIeecst K rpyrie (uOpo3HO-KUCTO3HBIX 3a00JIeBaHui reueHn u mnouek [1, 2]. Druonorus 3a-
OoneBanus cBsizana ¢ myrtanusiMu B rere *PKHD1* (Polycystic Kidney and Hepatic Disease 1), pac-
MTOJIOKEHHOM Ha Xpomocome 6pl12.2. T'en kogupyeT Oerok (GpuOPOIMCTHH, KOTOPHIH UTpaeT KPpUTHIe-
CKH BOKHYIO POJIb B CTPYKTYPHOH OpraHu3anuu u (GyHKIHOHUPOBAHUH IMJIMAPHOTO arapara KjIeToK
SMUTENUS TTOYEUHBIX KaHAIBIEB M KEITYHBIX NMpOTOKoB [2]. Hapymenue ¢ynkunu ¢pudpormctuHa
MPUBOAUT K MAaTOJIOTHYECKOMY IPOLIECCY, XapaKTepHU3yIOIEMYCs ABYCTOPOHHUM JMCIIACTHUECKUM
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KHCTO3HBIM M3MEHEHHEM MOYeK M BpoXkaeHHbIM (uopo3om nedenu (Congenital Hepatic Fibrosis,
CHF) [1].

Kimmnngeckuii ciektp ARPKD upe3Bbl4aifHO reTeporeHeH ¥ BapbupyeTCsi B 3aBUCUMOCTH OT Bpe-
MeHH MaHn(ectain. Hanbosee Tsoxenble, neTanbHble OpMBI IPOSIBISIOTCS B HEOHATAIBHOM MEpHO-
Jie, KOTJJa MACCHBHOE YBEJIMUEHHE ITOYEK MOXKET IIPUBOIUTH K TMITOILIA3MH JIeTKHX (cuHapoM IloTTep)
U Pa3sBUTHUIO JbIXATEILHON HEIOCTATOYHOCTH, SIBJISIIOILECHCS OCHOBHOI NPUYMHOI CMEPTH B TIEPBbIC
9acel M THU KU3HU [1, 2]. V BBDKMBIINX HOBOPOXKACHHBIX TOMUHHUPYIONIIMH MPOOIEeMaMu CTaHO-
BATCS IIPOrpecCcUpyIolast IOUYeUHasi HeIOCTaTOYHOCTb, apTepHUajIbHas THIIEPTCH3UA U 3JICKTPOIUTHBIC
HapymreHus. C BO3pacToM Ha IEPBBIi IJIaH BCE YaIlle BEIXOST OCIOKHEHHS CO CTOPOHBI TIEYEHH: TTOp-
TaJbHAasl TUIIEPTEH3Us], CIIJICHOMETAUsI, KPOBOTEUEHHS U3 BapPUKO3HO-PACHIMPEHHBIX BEH MUILEBO/A
u runepcruienusm [1, 3, 4].

Benenne marmentoB ¢ ARPKD mpencrasnser co6oil ClioXHYI0 MHOTOIIPOGMIBHYIO 33139y, Tpe-
OyIOIIYI0 KOOPJMHAIMN YCUJINH HEOHATOIOrOB, He(h)POJIOTOB, IeNaTroIoroB u Xxupypros. IIporuos 3a-
OoneBaHUs OCTACTCS CEPbE3HBIM, BBDKHBAEMOCTh HANPSIMYIO 3aBUCHUT OT CTEIICHN MOPAXKEHHS MOYEK
U redeHu npu poxaeHud [ 1, 3]. Ha cMepTHOCTD BIIHSIOT, 0COOCHHO Y IETEH IPYAHOIO BO3pAcTa, HO30-
KOMHaJIbHBIE HH(PEKIINU, PUCK KOTOPBIX MHOTOKPATHO BO3pacTaeT Ha ()OHE yPEeMUIECKOI MMMYHOCY-
IIPeCcCcHy, HeOOXOAUMOCTH JUIUTEIHLHOTO PEObIBAaHNS B OTICIICHUN PEAaHNMALIUK U TIPOBEICHHS MHO-
YKECTBEHHBIX MHBA3MBHBIX Ipouenyp [5, 6]. UMmyHHas qucdyHKIMS OpU ypPEMHUHU 3aTparuBaeT Kak
KJIETOYHBIN, TaK ¥ TYMOpPAJIbHBI NMMYHHUTET, CO3/aBasi MPEAMOCHUIKA ISl TSDKEIBIX W aTHIINYIHBIX
nH(EKIMOHHBIX nporeccos [5]. [IpencraBieHHbId KIMHUYECKUH Cilyyail HarIsqHO JEMOHCTPUPYET
arpeccuBHoe, karacTpoduueckn 6picTpoe Teuenrne ARPKD ¢ panHHnM pasBuTHEeM TepMHUHAIBHOM cTa-
aun XBII, TsbKenoi mopTanbHOM rHniepTeH3uel n paraibHBIMU WH()EKIIMOHHBIMU OCIOKHEHUSIMHU,
YTO MOAYEPKUBACT YSI3BUMOCTH JaHHOM KaTeropuy MalMeHTOB M HEOOXOJMMOCTh Pa3padOTKH mpe-
BEHTUBHBIX CTPATETHH AT MPOPUITAKTHKY HH(EKITHH.

Onucanne KINHAYECKOTO CliyJast

TlammenTka: 1eBoYKka, 7 MECSIICB.

AHamHe3 XU3HH U 3a0o0ieBanus. [IeBouka pomuiack Ha 34-i Hezele recTaluy MyTeM Kecapera
ceueHus. AHTEHATaIFHO OB 3arono3peH cuuapoM IloTTep Ha OCHOBaHMM MaJIOBOAMS M KHCTO3HOTO
n3MeHeHus nodek. [Ipu pokaeHnn cocrosiHue pedeHKa ObUIO KpaiiHe TSKEIbIM, oTpedoBanach He-
MeJICHHasl pecupaTopHas nojaep:xka. Ilpu nocrtynineHun B oTJeseHle peaHuMalid HOBOPOXK/ICH-
veix (OPUTH) oT™mewanuch MpH3HAKHM JbIXaTelnbHOW HemoctarogHocTH Il cremenn, modedHoil He-
nocrarouHoctu (OINIT 4-if craguu no mikane neonatal AKIN) u HeBponoruueckoii nenpeccuu. [Ipu
OCMOTpE BBISIBIIEHBI CTUTMBbI JUCOMOpPHOTeHe3a, TeIaTOMEer atsl.

Jannele o0cienoBaHu B HEOHATATBHOM MIEPHOJE.

JlaboparopHble naHHBbIC. Bbicokne ypoBHHM KpearMHuHa (10 370 MKMOJIB/J) M MOUYEBHHBI (110
60 MMOJIB/IT), CBHIETENBCTBYIOIINE O TKEION OYEYHON HEOCTaTOYHOCTH. B tnHamMuke oTMevanach
TUNepOMINpyOUHEMHS, aHEMHSI, TPOMOOIIUTONICHHS. AHATU3BI Ta30BOT0 COCTAaBa KPOBU PETUCTPHUPO-
BaJId CTOMKHUHA MEeTa0OINYECKUN alliI03.

HHcTpyMeHTaIbHBIE JaHHBIE.

Y3U opraHoB OpIONIHO MOJIOCTH: 3HAYUTEIHFHOE YBEIMUCHNUE Pa3MEpOB MoUeK ¢ AU(DPYy3HBIMU
KHCTO3HBIMH U3MEHECHUSIMHU, COOTBETCTBYIOIIEE KAPTUHE MOINKUCTO3a TIOUEK HOBOPOXKICHHOTO THIIA.
IenarocruieHomeranus, TudQy3HbIe H3MEHEHUS TApEHXUMBI TIeYE€HH, PACIIMPEHUE BOPOTHOW BEHBI U
BHYTPHUIIECICHOYHBIX KETUHBIX TIPOTOKOB.

Ox0KI': BpoxkaeHHbIH MOpok cepiia — aedekt MexipeacepaHoi neperopoaku (JAMIIIT), otkpbi-
ThIH aprepuasbHbii mpotok (OAII), ierounas runepreH3us.

HCT': nunaraiust 60KOBBIX KEJIyI0YKOB, THIIEPIXOTEHHOCTh EPUBEHTPUKYIISIPHBIX 30H.

[TpoBomumoe neuenne B OPUTH: pecnmparopHas nognepxka (MBJI), antubakrepuanbHas u
IIPOTUBOTPHOKOBAS TEPAIHSI, KOPPEKIIMSI META0OINUECKUX HAPYIIEHUH, TApEHTEPATIbHOE U 30HI0BOE
MUTaHUe, TPAHCHY3UH SIPUTPOIIUTAPHON MACCHI.
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Knuanyeckuit AuarHo3 mpu mepeBojiec B HEPPOIOTHUSCKOe OTHeiieHHE (B Bo3pacTe 1 Mecsia):
AyTOCOMHO-PEIIECCUBHAS MTOJIUKNCTO3HAsI O0JIe3Hb TIOUeK U neueHn. OClIoKHEHHEe: XpoHHUIecKas 00-
JIe3HB MOUeK, 4-1 ctanus. ComyrcTBytomue 3aboneBanus: BIIC (JIMIIII, OAII), nerounas runepreH-
3Usl, aHEMUSl TSDKEJION CTeneHu, nepuHaraibHoe nopaxenue [THC.

JlnHamuka cocTOsIHUS B Bo3pacTe 2-7 mecsieB. PeOCHOK HEOJHOKPATHO TOCTUTAIN3HPOBAIICS.
Hecmotpst Ha o e p KUBAIOLIY IO TEPAITUIO (KOPPEKIMS alii103a, aHEMHUH, HYy TPUTHBHASI ITOJJIEPIKKA),
coxpansnack nporpeccupyromas XbII 4-if cramun (kpeatuanH 85-100 MKMOIB/TT), TeNaToOCIIIICHOME-
ranusi, IoprajbHas TUIepTeH3us. B Bo3pacte 7 MecsIeB COCTOSHUE PE3KO YXYAUIMIOCH: OSBUIINCH
NIPU3HAKK KUIIEYHOH HENPOXOANMOCTH, 3aT€M OT/EJICHNE KHIIEYHOTO COAEP)KUMOTO U3 APEHAKHOTO
OTBEPCTHS Ha TEePeIHeil OPIOIIHOMN CTeHKE.

JlanHble pu nocienHei rocnuranuianyu (Bo3pact 7 Mecsies). COCTOSHUE MPU MOCTYIUICHUH
KpaifHe TspKenoe, 0e3 cozHanus, Ha VIBJI. BeipaskeHHBII aOOMUHATBHBIN CHHAPOM, TACTO3HOCTH. Ha
OCHOBaHHMH KJIMHUYECKOW KapTHHBI U JIAHHBIX OCMOTpa JMarHOCTUPOBAH MEPUTOHUT Ha (OHE Iep-
(hopanmy TOHKOH KHIIKH. BeInonHeHa skcTpeHHas nanaporomust. THTpaonepaimoHHO 00HAPYKEHBI:
i dy3HbIA THOWHBIN EPUTOHUT, adcliecc OPIOIIHOI MOIOCTH, Nepdopalys TOHKOH KUIIKH ¢ (op-
MHUpOBaHHeM cBuIla. [IponsBeseHa pe3eKust yyacTka KUK ¢ YOPMUPOBAHUEM KHUILICYHOH CTOMBI.

Hecmotpst Ha onepaTHBHOE BMEIIATENILCTBO ¥ MHTEHCUBHYIO TEPAIUIO (MHOTPOITHAS OAEPKKa,
AQHTUOMOTHUKH IIMPOKOTO CIIEKTpa JIEHCTBHSI), COCTOSHUE MPOTPECCUBHO YXyIIIatoch. OTMEYanoch
HapacTaHWE MOJIMOPTaHHON HEJOCTATOYHOCTH (IIBIXaTEIbHON, CEPACIHO-COCYIUCTOH, TOYCTHOH, TTIe-
yeHouHo). Ha ¢one Hexynmupyemoro cenTudeckoro Ioka Obljla KOHCTaTUpOBaHA OMOJIOTHYECKas
CMEpTh.

Makpockonuueckuii mpenapar. [loukn: macca— 50 1, (N — 60 r); koHCHCTEHIMS — ApsiOnbIe, HopMy
HE JIepiKar; MOBEPXHOCTh IIaJKasi, ¢ SMOPHOHAIBHON JOIBYAaTOCThIO, C MEJIKOTOYEYHBIMH KPOBOM3-
TUAHUSAMHA. Bug Ha paszpese — puCyHOK cMa3aHHBIHN, pa3elIeHUs Ha CJION HE MPOCIIEKUBACTCA, TKAHb
BUIITHEBOTO 1IBETA, CJIM3MUCTAast 000JI0YKa JIOXaHOK — 0€3 0COOEHHOCTEH, MOYETOUHUKH HE PacHINPEHbI,
MOYEBOH ITy3BIph 0€3 0COOEHHOCTEIA.

[Teyens: pazmeps! yBenuuensl, macca — 450 1, (N — 276 1), hopma npaBuiIbHas, KOHCUCTEHIIHS
TUTOTHAsI, OKpacka OJIeIHO-KOPUYHEBOTO 1[BETA, IIOBEPXHOCTh TyCKJIast, IIEPOX0BaTasl, C HaJOKCHUEM
(huOprHa 1 THOMHBIX Macc, BUJ] HA pa3pese 3eJICHOBATO-KOPUIHEBOTO 1[BETA.

Muxkpockonuyeckuii npenapar. [Iouku: cTpyKkTypa TKaH! HapylleHa, U3BUTHIE U MPSMble KaHaIb-
I1a C PE3KO KMCTO3HO- PACIIMPEHHBIM MIPOCBETOM, SIUTENNI KaHAIbLEB yIUIOTHEHHBIH. KommuecTBo
KIIyOOUYKOB CHIIKEHA, YaCTh KOTOPBIX rUrnoriazupoBana. Cocyasl ¢ HEpaBHOMEPHBIM ITOJTHOKPOBHEM.
[Teuens: GanovyHOE CTPOCHME HAPYIICHO 32 CUET Pa3pacTaHUs COCANHHUTEILHOM TKAaHU IO MEPHUITOp-
TaJIbHBIM TpaKTaM C q)OpMI/IpOBaHI/IeM JIOXKHBIX IOOJICK, OTMCYACTCA Hponn(bepauml KCIIYHBIX IIPO-
TOKOB, IPOCBET UX KHCTO3HO- PACIIMPEH, IPOCBET MYCTOH, SIUTENNH YINIOTHEHHBIH. [enaronuTs! ¢
BBIPAKEHHBIM CTPOMAJIbHBIM OTEKOM, C THAPOIMUYECKON 1 OenkoBoi muctpodueii. Ouarosas u pac-
cestHHas TMMounaHas nHQUIbTpanys. L{enTpanbHble BEHBI TyCTHIE.

[TarosioroaHaTOMHUYECKUM JUATHO3.

OcHoBHOE 3a00s1eBaHue: epdopaInsi TOHKOTO KUIICYHUKA.

®donHoBoe 3a001€BaHNE: ayTOCOMHO-PELIECCHBHAs OJIMKUCTO3HAS! OOJIE3HB MOYEK U MEYCHH, OC-
JIO)KHeHHast TepMuHanbHOU ctagueit XBI1 u nopranbHON rUnepTeH3ue.

Ocnoxuenusi: 1M y3HbIA THOWHBIN TIEPUTOHUT, CEIICUC, JIBYCTOPOHHSISI THEBMOHUS, CHHIPOM
MIOJIMOPTaHHON HEAOCTATOUHOCTH.

Odbcy:xnenue

[TpencTaBneHHBI KIMHUYECKUHN CIydaill SIBISETCS KIACCHYECKUM M ITOKa3aTeIbHBIM NPUMEPOM
TsDKeTIeHIero HeoHaranbHoro Bapuanta TedeHnss ARPKD. AnTtenartanpHas IUarHoCTHKA, OCHOBAH-
Hasl Ha BBIABJICHUM XapaKTEPHBIX MPHU3HAKOB (MaJIOBOJHE, TMIIEPIXOTCHHBIC YBEJINYEHHbIEC MTOYKH),
MO3BOJIMJIA CBOCBPEMEHHO 3armof03puTh 3aboneBanue [1, 3]. OmHako, HECMOTPsS. HA paHHEE Hada-
JIO KOMIUIEKCHOW Tepamnuu, 3a0oJieBaHUEe MPUOOPEN0 HEYKIOHHO MPOTPECCHPYIOIee TeUEHHE, YTO
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CBUJICTENBCTBYET O MAKCUMAJIbHOM CTENEHH BBIPAKEHHOCTH BPOXKACHHBIX MATOJIOTUYECKUX H3MEHE-
HUH, BEpOSATHO, CBA3aHHBIX ¢ TsOKETBIMA MyTamsamu reHa PKHDI [1, 2].

KnroueBoii 0COOEHHOCTBIO JTAHHOTO HAOJIONCHUS SIBISIETCS CTPEMHUTENIBHOE IPOIPECCHPOBAHUE
Jo0 TepmuHanbHOM ctaauu XbBII yxe B nmepBble Mecslbl )KU3HU. Takoil TEMIT HapaCTaHUS MOYEUHON
HEJI0OCTAaTOYHOCTH YKa3bIBACT Ha KPUTHUECKOE HapylIeHHe HedporeHesa. 1o co3naBaio GyHIaMEHT
JUISL TSDKEIIBIX METa00JIMYECKUX PACCTPOMCTB U yPEMUH, KOTOPbIE BHICTYIAIN MOIIIHBIM (PaKTOPOM HM-
MYHOCYIIpECCHH, HapyInast QyHKITHIO HeHTpodninoB u muMdoruTos [5]. He MeHee 3HaunMBIM OBLT TIE-
YEHOYHBIH KOMIIOHEHT 3a00JieBaHus. BripaxkeHHas renaToCIieHOMeraiusi, aClUuT U OMOXHMMHUYECKUE
MIPU3HAKK XOJECTa3a OJHO3HAYHO CBHJICTEIBCTBOBAIM O TSKEJIOM BPOXKACHHOM (hHOpO3e MeueHn u
nopTajapHON runepTeHs3uu [ 1, 2, 4]. Takum oOpa3oM, y MalMeHTKA UMEIOCh COYETAHHOE, B3aUMOOTSI-
rolaroniee NopakeHue Mo4eK U MEeYEeHH, YTO 3HAYUTENNbHO yXy/IIano nporyos [1, 3].

KnrogeBbIM (pakTOpoM, OTpeaeTUBIINM (haTaTbHbIM HCXOA, CTAJIO Pa3BUTHE KACKa/la TSHKEIBIX HO-
30KOMHAJIBHBIX OCIOKHEHUH. JIaHHBIN Cilydail WIITIOCTPUPYET KIacCHUYeCKHe PUCKH JUIsl MallUeHTa ¢
TSDKETION XpoHU4YecKoi maronorueit B yenosusax OPUT [5, 6]:

1. JlnuTenbHas MHBa3WBHAs PECIMpPATOpPHAs MOJJICPXKKA CTala OCHOBHBIM (PAKTOPOM PUCKa BEH-
TUISITOP-ACCOLIMUPOBAHHOM MHEBMOHUH, YTHOJIOTUSI KOTOPOH B TAaKHUX YCJIOBHSIX 4aCTO CBsI3aHa C IMO-
JIMPE3UCTEHTHON MUKpodopoii [7].

2. Ypemuueckas 1 HyTPUTHBHAsE UMMYHOCYIPE3Hsl PE3KO CHHU3HMIIM CIIOCOOHOCTh OpraHu3Ma K
TIPOTHBOMH(EKIIMOHHO 3aITiTe, CO3IaB MOYBY IS TeHEpATH3and HHPEeKIHH [5].

3. [oprasbHasi TUNEPTEH3Us], SIBISIOIIASICS HEOTHEMIIEMbIM KOMIIOHEHTOM BpPOXIEHHOTO (hrubpo3a
neqenn pu ARPKD, BeposiTHO, npuBena K BEHO3HOMY 3aCTOI0, MIIEMHH M HAapyLICHHIO OapbepHOH
(YHKIUM KUIIEYHOW CTEHKH, YTO SIBUIOCH MaTO(PHU3UOIOIMYECKOH OCHOBOM CIIOHTAHHOMW repdopanuu
kuieyHuka [4]. JlaHHOe OCIIOKHEHHE BCTPEYAeTCsl PEAKO, HO MMEET KaracTpo(uuecKue MoCieICTBHSL.

4. Pa3BuTHE TIEPUTOHNTA U CEIICHICA, BBI3BAHHOTO MTAHPE3UCTEHTHON MUKPO]IOPOii, cTano Hepas-
pemMoii poOsieMoit Ha ()OHE MCXOIHOH ITOJMOPraHHON HEJTOCTaTOYHOCTH M OIPaHUYEHHBIX BO3-
MOYKHOCTEH aHTUMHKPOOHOH Teparnuu y TpyIHoro pedeHka [6].

EfMHCTBEHHBIM paiKadbHBIM METOJIOM JICYCHUS! SIBJISUIACH KOMOMHMPOBAHHAS TPAHCILIAHTALMS
TICYCHU U TTOYEK HJIM, B HEKOTOPBIX CIIydasix, H30JIMPOBAaHHAsl TpaHCIUIaHTanus modkd [1, 8]. Oxna-
KO OBICTpOE IMPOrPECCUPOBAHUE MTOTHMOPTAHHON HEAOCTATOUHOCTH U HACIOCHNE HEKOHTPOIUPYEMBIX
MH(EKINOHHBIX OCJIOKHEHUH Clealiy MPOBeJeHNE TPAHCILIAHTAIIMOHHOTO BMEIATEIbCTBAa HEBO3-
MOXXHBIM. DTO YKa3bIBaeT Ha KPUTHUYECKYIO BXXHOCTH MaKCHMAaJIbHO PAaHHETO HAIpPaBICHUS TAKUX
MAIMEHTOB B TPAHCIUIAHTAIIMOHHBIE LICHTPHI JUISl OLICHKU U JIMCTUHTA JI0 Pa3BUTUSI HEOOPaTUMBbIX HH-
(heKIIMOHHBIX W OPTaHHBIX MOBpEXKIeHHN [ 1, 3].

3aki0ueHue

JlanHoe HaONroZeHUE MOAYEPKUBACT Psil KPUTUUECKH BaXKHBIX aCIICKTOB BEICHUS IAI[IEHTOB C
TsoxensiMu popmamu ARPKD:

1. Kpaiine HeOnaronpusTHbIH MporHo3 nmpu panHeM ManudectHom teueHnu ARPKD ¢ GpicTpbiM
pa3zButueM TepMuHaigbHOU ctaauu XbBII n Tspkenol mopranbHOM runeprensud. IlporpeccupoBanue
3a00JIeBaHUSI MOXKET OBITh KaTacTPO(PHUECKH OBICTPHIM, HECMOTPSI HA MAaKCUMAJIbHYIO TOJ/ICP)KHUBa-
IOIIYIO TEPAMHIO.

2. BBICOKHI PHCK JIETATbHBIX HO30KOMHATIbHBIX HH()EKIMOHHBIX OCIOKHEHHH Yy TaKUX MAlUCHTOB,
00yCJIOBJICHHBIH COYETaHHBIM JISHCTBUEM YPEMUUECKOH HMMYHOCYIIPECCUH, HY TPUTUBHOTO Ae(ULIUTA,
JUTUTEITbHON MHBA3WBHOM MOIEPKKY M MATOJIOTMIECKHX N3MEHEHUH CO CTOPOHBI IEUEHN M KUIICUHHU-
ka. [Ipodunakruka nH(GEKIUi 10HKHA OBITh KPaCyroJbHBIM KAMHEM B BEJICHUHM TAKHX OOJIBHBIX.

3. HeoOXomuMoCTh MEXIUCHUIUIMHAPHOTO TOAXOa C IIPUBJICYCHUEM HEOHATOJIOroB, HedpoIo-
TOB, TENATOJIOTOB, XUPYPIOB U CHENUAINCTOB MO HH(PEKIIMOHHBIM OOJIC3HSIM.

4. Kpurnueckasi BAXXHOCTh MakCUMajbHO PaHHETO PACCMOTPEHUS] BOIPOCA O TPaHCIUIAHTAIHH.
[TnanupoBaHne TPAHCIIAHTAIIMOHHOTO JIEYEHHSI JOIDKHO HAUMHATHCS KAK MOXKHO PaHbIIE, 10 Pa3BHU-
THSL HEKOHTPOJIMPYEMBIX OCIIONKHEHUH, KOTOPBIE IEal0T ONEPAI[UI0 HEBO3MOXKHOM.



BECTHMK CEBEPO-BOCTOYHOIO B>EAEPANbHOIO YHUBEPCHTETA HMEHH M.K. AMMOCOBA

Cepua «MEAULUUHCKHE HAVKMY, No 3 (44) 2026

Takum o6pazom, marmentsl ¢ ARPKD, manudectupoBasiieil B HEOHaTaIbHOM IIEPUOJIE C ITPHU3HA-
KaMH TsDKEJIOW TIOYEYHOH M MEYCHOUYHOW HEeIOCTAaTOYHOCTH, MPENICTABIIOT COO0M TpyIITy HauBBIC-
miero pucka. Mx BeaeHue TpedyeT arpecCUBHON MPEBCHTUBHON CTPATEI Ui, HAIIPABICHHON Ha podu-
JIAKTUKY WHQEKIHUH, 1 CBOEBPEMEHHOTO ITPUHSTHUS PELICHUS O TPAHCIUIAHTAIMH KaK O SIMHCTBEHHOM
IIIaHCE Ha BBIKMBAHMHE.
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