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B 0030pe JMTepaTypbl NpeacTaBieHbl JaHHbIe 0 KIMHUKO-MOPGo10rnyeckoM (heHOTHIIE U TeHOTHIIE MYJIbTHKMCTO3HOM AUCILIA3UN
nouku: onHoctoponHeii (ORPHA:97363) u aByctoponneii (ORPHA:97364). O0cyKaeHbl pe3yIbTaThl MOJIEKYISPHO-T€eHETHYECKUX
HCCJIeIOBAHUI, B KOTOPBIX MaeHTH(UIMPOBanbl myTanun renoB PAX2, HNF1b, LHX1, CDC5L, USF2, UPK34, NPHP3, TP63,
SALLI1, SOX9, CHD7, TFAP2A, oTBeTCTBEHHBIX 32 pa3BuTHE He()YHKIMOHUPYIOIIEiH OHO- MM JBYCTOPOHHEI, N30 IMPOBAHHOM
WIH CUHIPOMAJIbHOU MYJIbTHKHUCTO3HOM MUCILIA3MU MOYKK. [1o JaHHBIM JIMTepPaTypbl NPUBEIEHBI 0COOEHHOCTH IBOIOLMHA MYJIbTH-
KHCTO3HOI MOYKH, KOMIIEHCATOPHO! runepTpodun 1 (hYHKIMH KOHTPAIATEPATBHOI MOYKH.
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HAA novKda.

Ana untuposanus: AHgpeesa 3.®., CaBeHkoBa H.[l. KnuHuko-mopgonorndeckuii GeHoTnn n reHoTun MybTUKACTO3HOM ANCTIa3um rnoYvku
y aeteli (0630p nmtepatypel). Poc BecTH nepuHaton v neavatp 2024; 69:(2): 19-25. DOI: 10.21508/1027-4065-2024-69-2-19-25

At this review of literature presents data on the clinico-morphological phenotype and genotype of multicystic kidney dysplasia: uni-
lateral (ORPHA:97363) and bilateral (ORPHA:97364). The published results of molecular genetic studies, which identified muta-
tions of the genes PAX2, HNFIb, LHX1, CDC5L, USF2, UPK34, NPHP3, TP63, SALL1, SOX9, CHD7, TFAP2A, responsible
for the development of non-functioning unilateral or bilateral, isolate or syndromal multicystic kidney dysplasia, have been discussed.
According to the literature, the features of the evolution of multicystic kidney, compensatory hypertrophy and the function of the con-

tralateral kidney are presented.
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AKTyaIIBHOCTI) nmpooysieMbl 00YyCJIOBJIEHA OCOOEH-
HOCTSIMUA HapyIlIeHWsT SMOPUOHAJIBHOTO TUCTOOP-
raHoreHesa, KJIMHUKO-Mopdosornyeckoro ¢eHoTura
U TEHOTUIA, TeYEHUST U Mcxoda HeDYHKIIMOHUPYOIIEH
MYJbTUKHACTO3HON IUCIIa3uM TMovyku y aAeteir. Llenn
0030pa OTEYECTBEHHON M 3apyOeXkHOH JiuTepaTypbl —
00001IeH1e UMEIOIINXCS JAHHBIX O TEPMUHOJIOTUH, TEHO-
TUTIE W KIMHUKO-MOP(OJOTUYEeCKOM (heHOTHIE, IHa-
THOCTUKE, TeYEHUU M JIeYeHUW HeDYHKIIMOHUPYOIIEH
MYJIbTUKHACTO3HOM MUCIIIa3uu TOYKM y aeteit. Ha mop-
Taje pPEeIKUX HacJIeCTBEHHBIX OoJyie3Hel www.orpha.net
npenctaBieHbl ogHocTopoHHsIsT (ORPHA:97363) n nBy-
croporHsist (ORPHA:97364) My/nbTUKUCTO3HasI TMCILIA-
3UST TOYKH/TIOUeK, B MeXIyHapOIHON CTATUCTUUECKOM
Kinaccudukauum Oojie3Helt M TIpoOJieM, CBSI3AHHBIX CO
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3nopoBbeM (MKDB, necsarslii mepecMoTp), MYJIbTUKU-
CTO3Hasl MUCTUIa3usl TIOYKKM/TIOUeK pacCMOTpeHa B Kilacce
Q61.4 — mucrutazus mouku [1, 2].

MyabTUKUCTO3HAS TUCTIIA3KS TTOYKU/MYITBTUKHCTO3
MOYKM XapaKTepH3yeTCcsT OTCYTCTBHEM (DYHKIIUU TTOYKH
W SBJISIETCST OMHOM M3 TSIKENBIX (POPM TMOYEUHBIX IUC-
TUIa3uid, TIpU KOTOPOM MapeHxuMa 3aMelleHa KOHTJIO-
MepaTOM MHOXECTBEHHBIX, TJIOTHO TMPWJIETalonuxX ApyT
K IpYyTY TOHKOCTEHHBIX KMCT pa3HOTO pa3Mepa, He UMe-
IOIIMX KPOBOTOKA U HE COOOIIAIOLIMXCS MEXIy COOOM,
MPU 3TOM OTCYTCTBYIOT WJIM aHOMaJbHO C(DOPMUPOBAHbI
JanieyHo-JI0XaHOYHas cucTeMa M Mo4eTouHMK [3—10].
IIpu omHOCTOpOHHEN HEDYHKIMOHUPYIOIIEH MYIbTH-
KHUCTO3HOM MUCITIA3MU TIOUKU TSKECTh KIIMHUYECKOTO
¢deHOTUIIa OOYCIOBJIEHA HAJIMYUEM BPOXICHHBIX aHO-
MaJliii KOHTpAJIaTepPAIbHOW TOYKM W MOYEBBIX IyTEH,
cHxeHueM ¢GyHkuuu nouek [3—5, 7—10]. [To maHHBIM
JIUTEpaTypbl MyJIbTUKUCTO3HAST IUCTUIA3UsI TIOYKU/TIOUEK
BcTpeuaetcs ¢ yactotoit 1:1000—4300 HOBOPOXKIEHHBIX,
y MaJIbYUKOB B 55—60% ciyuaes, y neBouek — B 40—45%,
B ITpaBoi Touke — B 53% ciyvaeB, B ieBoit — B 47% |[8].

Bnepseie B 1836 1. J. Cruveilheir onucan mopdgono-
TUI0 MYJIbTUKUCTO3HOM TOYKM W OTMETWJI OTCYTCTBHE
HopMabHOM mapeHxuMbl [1ut. o 11]. Criycrs 100 net
(B 1936 1.) J. Schwartz yka3ana Ha OTCyTCTBUE (DYHKLIMU
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MYJIBTUKUCTO3HOI TMOYKU, BBEJ TEPMUH «OIHOCTOPOH-
HSISI MYJIbTUKHCTO3HAsI TIOUKa», JUISI KOTOPOI XapaKTepHO
HaJIMuMe MHOXECTBEHHBIX KHUCT pPa3MYHOTO pa3Mepa
MpU HOPMAJTbLHOM (POPMUPOBAHUU M (PYHKIIMU KOHTpA-
JlaTepajbHOM TOYKM. B manbHeieM ydeHble yKaszaiu
Ha HaJu4yMe B TIOpakKeHHON TOYKe 3MOPHUOHAIBHOM
MEe3eHXUMbI U TPUMUTUBHBIX KaHAJIbIEB U 000CHOBAIN
11€JIeCOO00Pa3HOCTh MCITOJIb30BaHUsI TePMUHA <«IWCIUIA-
3Usl» MPU JAHHOW TATOJOTUM, KOTOPBIN TPUMEHSETCS
no Hacrtosee Bpems [3—7]. CoBpeMeHHasT TEpMUHOJIO-
rus MpeacTaBjieHa B Ta0IulIe.

KnuHuko-mopdonornyecknii peHotun
MY/ILTUKUCTO3HOM AUCNIA3UM NOYKU/MOYEK Y nnoaa

MyJbTUKUCTO3HYIO AUCIUIA3UI0 TTOYKM/TIOUeK auar-
HOCTUPYIOT MPU YJIbTPa3ByKOBOM MCCJIEOBAaHUU TIpeHA-
TajnbHO B 76—94% ciydaeB; Ha cpoke recrauuu 21—32 Hen
MYJIBTUKMCTO3HAasl MOYKa y TUIofia TIpe/icTaBieHa He0OoIb-
MMM KUCTaMU WIM €IWHCTBEHHON JOMMHUPYIOIIEH
kuctoit [12]. [Tpu MyIbTUKUCTO3HOUN OUCTIIA3UY TTOYKHU
Potter IIA Thnma MyJabTUKMCTO3HasI MOYKa yBeJIMYEHa
MW 3aMETHO yBEJIMYEHUE KMUBOTA TUIOAA TIPU YJIbTPa3BYy-
KOBOM uccnenoBanuu, nipu Potter [IB Tuna mynsTukm-
CTO3Hasl Mouyka YMeHbllleHa. B ciyyae ABYyCTOpOHHEM
HEe(YHKIIMOHUPYIOIIEH MYJIbTUKUCTO3HON JHCIIIa3un
MoYyeK TpeHaTaJIbHO TIpU YJbTPa3BYKOBOM MCCJEIOBa-
HUMU OOHApPYXMBAIOT OTCYTCTBME OKOJIOTUIOAHBIX BOJI,
KOTOpoe mpuBOAUT K ¢opMmupoBaHuto I[lorrep-cuH-
npoma/IloTTep-TocaenoBaTeIbHOCTA C XapaKTePHBIMU
KJIMHUYECKMMU TIPOSIBICHUSMU (TUTIOTLIA3Usl JIETKMX,
MajoBoaue, jaedopmaluu auua, Apsbdias ckiaayartasi
KoXa, aedopMali KOHEYHOCTEe, MovyeuyHass HeaocTa-
toyHocTh) [13, 14]. [Ipu comHeHUM B nuarHo3e mpea-
raloT MCIOJIb30BaTh MarHUTHO-PE30HAHCHYI TOMOTpa-
¢uro riona as YTOUHEHMST IMarHo3a Kak MeTol, OoJiee
nHGOPMATUBHBIN, YeM YJIbTPa3BYKOBOE HCCIIETOBaHNE
[3,4,6,9, 10, 15].

KnuHuko-mopdonornyecknii peHotun
MYJIbTUKUCTO3HOM AUCNIa3nM NOYKN/NOYEK Yy AeTen

IMocne poxneHusi Mo pe3yjabTaraM YJIbTPa3ByKOBOTO
WCCIe0BaHUST U/WUIM MAarHUTHO-PE30HAHCHOI TOMOTpa-
(buu moaTBEpXKIAIOT MOJHOE WIM TMOYTH TOJHOE OTCYT-
CTBUE MAPEHXUMbI B YBEJMUYEHHOM (32 cueT oObeMa KUCT)
WM HOPMaJIbHOI/YMEHBIIIEHHOUN M0 00beMy MYJIbTUKU-
CTO3HOI TOYKU B OTCYTCTBUE BU3yaIU3allUM YaLIEYHO-

Ob30Pbl JINTEPATYPbI

JIOXaHOYHOTO cerMeHTa. Hammure HopMaibHO cpopMupo-
BaHHOI YaIlleYHO-JIOXaHOYHON CHCTEMBI TTPOTUBOPEYUT
JMUATHO3y MYJIBTUKUCTO3HOM MUCIUIA3UM TIOYKH/TTOYEK.
Cocynucrass HOXKa TIpU JTaHHOW TaTOJIOTUKM He (DopMu-
pyeTcsi, TIOUeUHble apTepusi U BeHa TUITOIIa3WpPOBaHBbI,
XapakTepHa aTpe3usi MOYETOUHMKA WU €ro OTCYTCTBHE
[8—11]. B 3—4% cny4aeB y HOBOPOXIEHHBIX HE YIaeTCst
BU3YaJIM3UPOBATh MYJIBTUKHUCTO3HYIO TIOYKY TIO PEe3yJib-
TaTaM YJIbTPa3BYKOBOTO MCCIIEIOBAHMS B CBSI3U C €€ TTOJI-
HOII MHBOJIIOIIMEI B TpeHaTajabHOM Tiepuone [5, 8, 12].
Ha MOMEHT TmepBOro yjabTpa3BYKOBOTO WCCIIEAOBAHUS
Y HOBOPOXKIEHHBIX 00beM MYJTBTUKHUCTO3HOM ITOYKH Yalle
yBenuueH (Potter [1A), pexxe ymenbieH (Potter [1B).

OmHOCTOPOHHSIST ~ MYJbTUKUCTO3HAsT  JTUCTLIA3US
MMOYKH Y OOJIBIIMHCTBA IeTe XapaKTepU3yeTcsT 0eCCUMII-
TOMHBIM TeueHHeM. Bo3MoHa KIMHUYecKash MaHHbe-
CTalUs OTHOCTOPOHHEM MYJbTUKUCTO3HOW IHMCTUTa3UU
MOYKHW B BUJE apTepHAIbHOM TUMEPTEH3UU, JIMXOPAJKU
BCJIEAICTBYE PELMIUBUPYIONIEH MOYEBOM WHMEKINU
WM HaTHOEHMSI KUCT, OOJEBOTO CUHAPOMA B TMOSCHUILIE
win B OOKy. Y nereil ¢ yBEJIMUEHHOM MYJIbTUKHCTO3-
HOM TOYKOM BBISIBISIOT aCUMMETPUYHOE YyBEJMYeHUE
JKUBOTA, MAJTLITUPYEMYIO TIOUYKY, HEPEIKO ¢ HapyIIEHHEM
(QYHKIIMY OpraHOB OBIXaHUS W XETyTOUYHO-KUIIEUHOTO
TpakTa M3-3a CHABJICHUs MpUJIeXallux opraHos [4, 5, §,
9, 11, 16]. AprepuanbHasi TUTIEPTEH3UsI Y TeTel ¢ MyJIb-
TUKHUCTO3HON IMCIUTa3uell modyek BcTpedaeTcss B 0,6—
17,7% cnyuaes [3, 4,9, 17].

OTMeYeHOo, YTO ¢ BO3pacTOM pebeHKa pa3Mephbl MyJTb-
TUKUCTO3HON TIOYKM MOTYT YMEHBINATHCA MO TTOJHOM
WHBOJIIOLUMM WM yBeqnumBatbes [11, 12]. B 34—68%
clyyaeB y JeTeii C MYJbTUKUCTO3HOW JIUCIIa3uei
MOYeK YCTAHABIMBAIOT WHBOJIOLUIO MYJIbTUKUCTO3-
HOH TOYKM C YMEHbIIIEHUEM €€ pa3MepoB, B 20—25% —
C TOJIHBIM cKJiepo3upoBaHueM. CKOPOCTb WHBOJIOLIUU
MYJBTUKUCTO3HOM TTOYKM 3aBUCHUT OT BO3pacTa Ialu-
eHTa, 1o 30 Mec XXu3HM OHa Hambosiee Bbicoka. Bo3pact
pebeHKa K MOMEHTY WHBOJIOUMU MYJIbTUKUCTO3HOM
nouky Kojyedyercst ot 2—5 jet mo 10—15 ner [3-9, 12,
18, 19]. OnucaHbl peakue ciiydyau TMOJTHOW WHBOJIIOLUU
MYJIBTUKVCTO3HOM ITOYKHM B IIpeHaTaIbHOM nepuone [12].
IIporpeccupyioliee yBeludeHne 0O6beMa MYJTbTUKUCTO3-
HOW MOYKM — HEOJaronpusTHbINA (akTop, TpeOYIIuii
HUCKITIoUeHnsT Manurau3anun [20].

IMoutn y 30% neteit ¢ MyaTbTUKUCTO3HOM IMCTUTA3UEH
MOYeK MOXET HaOMIomaThCsl YMEpeHHasl MpOTeUHYpUs.

Tabauya. TepMUHOJIOTHSE MYJIbTUKUCTO3HOM TUCIIA3MM MOYKH,/TIOYEK B 0T€YECTBEHHOI 1 3apy0exHoii tureparype [1-11]
Table. Terminology of multicystic kidney/kidney dysplasia in national and foreign literature [1—11]

B oreuecTBeHHO¥ JMTEpaType

B 3apy0exHoii uTepaTtype

MyJIbTUKMCTO3HAST TUCTIACTUYHAST TTOYKa,/TIOYKI
MynpTUKHCTO3HASI TOYKA

OnHOCTOPOHHSISI MyJBTUKMCTO3HAsI TOYKa
JIByCTOPOHHSISI MyJTbTUKVCTO3HAS TUCIIIA3Us TOYEK

MYHLTI/IKI/ICTOSHB.H Imo4yeyHasda qucIuiasuvsa

Multicystic dysplastic kidney/kidneys
Multicystic kidney

Unilateral multicystic kidney
Bilateral multicystic kidney dysplasia
Multicystic renal dysplasia
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Tak Kak MyJbTUKHUCTO3HAs MOYKa SABISIETCSI He(DYHKITNO-
HUPYIOIIEH, MpeanosaraloT MPOTEUHYPUIO KOHTpaiaTe-
pasibHOM TTOYKM [8].

IMpy MyAbTUKUCTO3HOW IUCIUTA3UU TIOYEK y JeTeid
B 13,8—16% ciiyuaeB BBISBIISIOT 9KCTpapeHaIbHYI0 MaTO-
soruto (nuadparmanbHas rpbika, spina bifida, runpore-
(anust, BpoxxaeHHbIE TOPOKU CepAlla, TATOJOTHS OpraHa
ciayxa W 3peHus, neopMaiuyi KOHEYHOCTe), TTOPOKU
opraHoB noJioBoii cuctemsl [4, 7—9, 11]. [Topoku moso-
BBIX OPTAHOB MPU MYJIbTUKUCTO3HOW TUCITIA3UU MMOYEK
JMUarHOCTUPYIOT Yallle y MaJburuKoB. K yacThIM aHOMa-
JIUSIM  Pa3BUTHST TIOJIOBOI CUCTEMBI, COUYETAIOIIUMMUCS
C MYJBTUKHMCTO3HON JUCITIa3Meil ToYeK, OTHOCSTCS
KPUTITOPXU3M, ypeTepollesie, TUIOCTaaus, CeMeHHasI
KucTa, Kucta [apTHepa, clieras TeMuBarnHa, pedIrokc
B CEMEHHBIE CTPYKTYpHI [3—5, 7,9, 17].

Bbicokass 4yacToTa MepTBOPOXIEHUN W JIETATbHBIX
HCXOIOB B HEOHATAJIbHOM TIepUOJe TIPU IBYCTOPOHHEN
MYJIBbTUKUCTO3HOM AUCIIIA3UN TTOYEK OOYCIOBICHBI IbIXa-
TEJIbHOM HEIOCTATOUHOCTBIO M HEe(YHKUIMOHUPYIOIIMMU
MYJIbTUKUCTO3HBIMU TTOYKaMU B cTpyKType IToTTrep-cuH-
npoma/Ilorrep-niocnenoBarensHoct [13, 14]. [Tpu ayTor-
CUHU TUJIOJOB, MEPTBOPOKAECHHBIX U YMEPIIUX HOBOPOXK-
IEHHBIX B cJlydae IBYCTOPOHHEN MYIbTMKUCTO3HOMN
JUCTUTa3UUY TTIOYEK WIIM MPU MOP(hOIOTMIeCKOM UCCIIEeN0-
BaHUU MaTepuaja rmocjie He(pIKTOMUN y IeTeil ¢ OTHO-
CTOpOHHEl (opmoii 3a00JieBaHUSI THUCTOJIOTUYECKUMU
MpU3HAKAMU MYJTbTUKMCTO3HOM IMMOYKU CTY>KAT BHICTIIAH-
Hble TMPUMUTUBHBIM KyOMYECKUM OIUTEIMEM MHO-
SKECTBEHHBIE KUCTBI Pa3TUYHON BETUYMHBI W (HOPMBI,
OKpY>XKE€HHBIE YUaCTKaMU HE3peIOi Me3eHXUMBI ¢ MHOTO-
YUCJICHHBIMU He3peTbIMU (TTPUMUTUBHBIMU) KHUCTO3HO-
paclIMpEHHBIMU KaHaJIbLAMU WA XPSILIOM, MEXIY
KHCTaMM PAcToioKeHa PhIXJiasi COeMMHUTEbHAs TKaHb,
BO3MOXKHO OOBI3BECTBJICHME CTEHOK KUCT [3, 11].

Oco6eHHOCTHN KOHTpanaTepasnbHOl NOYKU y AeTel
C 0HOCTOPOHHE MYNIbTUKUCTO3HOI Ancnnasven
NoYKn

IMpu omHOCTOPOHHEN HEPYHKIIMOHUPYIOIIEH MYJTb-
TUKWCTO3HOM IUCITIa3U1 TTOYeK KOMITEHCATOPHAST TUTIep-
TpodusT 3M0POBOI KOHTpalaTepaIbHOM TMOYKM HayWHA-
ercsl yxxe B mpeHatasibHOM Tiepuone. N. Gilad u coaBr.
(2021) [12] BBISIBUIIM Y TIJIOJOB C OMHOCTOPOHHEN MYJb-
TUKWCTO3HOM AUCIUIa3Ueil TTOYKH B TeUeHHE BCETO CpoKa
recTaluy JUHEHHBIN XapakTep KOMITEHCATOPHOM TUTIep-
TpoUU 3MOPOBOIT KOHTpajiaTepalbHOM MOYKU ¢ MaKCH-
MaJIbHOI cKopocThio ee pazButus B 11 Tpumectpe.

V neteit B mepBhie 6 Mec MOCye pOXICHUS pa3BUTHE
KOMITIEHCATOPHON TUTEPTPODUN  KOHTpaslaTepaTbHOM
IMOYKH MPU OJTHOCTOPOHHEN MYJIBTUKUCTO3HON AUCITIA-
31K TTOYKHU JUArHOCTUPYIOT B 17% ciiydaeB, B BO3pacTte
1o 1 roma — B 43—59%, c 1 rona 1o 5 ner — B 6ojiee yem
80% cnydaeB. Y neTeit ¢ OMHOCTOPOHHEN MYJTbTUKUCTO3-
HOI AUCTIIa3uei MOYKY WM MocTie He(DPIKTOMUU MYJTh-
TUKHUCTO3HOM TIOUKM KOMITEHCATOPHOM THmepTpodueit
KOHTpaJlaTepajbHOM MMOYKKM CUMTAIOT YBEJIWYEeHUE 00b-

eMa TIpu YJIbTPa3BYKOBOM HccienoBaHuu B 1,5—2 pasa
MO CpaBHEHUIO C OOBEMOM OJHOW M3 JBYX 3MOPOBBIX
nouek. MHBomonusi, HePIKTOMUS MYJIbTUKHCTO3ZHOM
MOYKU MPUBOISAT K YBEJUUEHUIO CKOPOCTH KITYOOUKOBOM
(GuUIbTpalIMK U YCKOPEHUIO KOMITEHCATOPHOI TUTIePTPO-
¢um 310poBOIT KOHTpajaTepaibHON Touku [3—10, 12,
15, 18, 19]. B 90% cnyuyaeB y nereit ¢ OMHOCTOPOHHEM
MYJIbTUKUCTO3HOM JOMCIJIA3UE TTOYKU CKOPOCTh KIIy-
0GOUKOBOI1 (DUJIbTPALIMM KOHTpaIaTepaJbHOM MOYKHM Mpe-
BBIIIAET 75% oT oxXxumaemoii 1o Bo3pacty [21].

Y mnomoB My HOBOPOXIEHHBIX C OIHOCTOPOHHEN
MYJIBTUKUCTO3HOM aucriasueil mouku B 19,7—40% cay-
yaeB JUArHOCTUPYIOT BpPOXIEHHbIE aHOMaJIuW KOH-
TpajiaTepaJibHOM  TIOYKU  (My3bIPHO-MOYETOYHUKOBBII
pedTtoKe, OOCTPYKIIMSI THUEIOypeTepaTIbHOrO CerMeHTa,
ruapoyperep, ruipoHedpo3, poTaius, TUIIOTUIa3ys U 1Ip. ).
ITy3bIpHO-MOUYETOUYHUKOBBII pedIItoKC B KOHTpajaTe-
paJIbHOM MOYKe OOHAPYKUBAIOT B 25% ciiyyaeB MpU OTHO-
CTOPOHHEN MYJIBTUKUCTO3HOM TUCTIa3UU TTOUKH.

VY nereit ¢ OMHOCTOPOHHEN MYJIBTUKUCTO3HOM HC-
TUIa3ueit TOYKU OTCYTCTBYET (MJIU MMEEeT HU3KUE TEMIThI)
KOMIIEHCATOpHAasl TUIepTpodusi KOHTpajaTepaibHOMU
MOYKMU TIpu ee matojoruu [4, 5, 7-9, 16, 21]. Cpenn
NeTell ¢ OMHOCTOPOHHENW MYJIbTUKUCTO3HOW MUCTUIa3Uen
MOYKM CHUXEHHME CKOPOCTU KIIyOOUKOBOW (hMJIbTpALIUU
U BPOXICHHBIE aHOMAaJMM KOHTpajaTepaibHOW MOYKU
BBISIBJIEHBI B 23% ciydaes [21].

IlporHo3  dyHKIUM  TOYeK  OJIArONMPUSTHBIN
IUTS IETe ¢ OMHOCTOPOHHEW U30JIUPOBAHHOU MYIbTU-
KMCTO3HOM AUCIIIa3ueil MOYKu, pa3BUTUEM KOMIIEH-
caTOpHOW TUTEepTpOoPUU MW HOPMAJIBHOW CTPYKTYpOM
MapeHXUMbl KOHTpaJlaTepaabHo mouku. [Tpu HehyHK-
LAOHUPYIOIIEN OCITOXHEHHOW OMHOCTOPOHHEW MYJIb-
TUKUCTO3HOW NMCIUIa3MM TIOYKW C aHOMAaJUsSIMM,
HapylleHMeM KpOBOTOKAa W CTPOEHUsS TapeHXUMbI
KOHTpajaTepaabHON TMOYKMU CYIIECTBYET PUCK OCTPOTO
MOBpeXXAeHUs TTo4YeK (peHalbHasl, TTOCTpeHalbHasl TIPU-
YMHA) C TPOTPECCUPOBAHMEM XPOHUYECKON OO0JIe3HU
MoYeK /10 TePMUHAJbHOW CTaJAuK TOYEYHOU HemocTa-
TOYHOCTHU B IETCKOM Bospacte [4, 5, 8, 12, 18, 21, 22].
Boicokuii pucK TporpeccupoBaHUsl 10 TepMUHaJb-
HOI CTaguu TOYEYHO HeIO0CTaTOYHOCTH UMEIT NeTU
(2—5%) c maronorveil KoOHTpajaTepaJbHOU TOYKHU
B BUJE Iy3bIPHO-MOYETOYHUKOBOTO pedoKca BbICO-
Koil cremeHu, pedIiroKc-HedponaTuu, TUMOIIA31M,
B OTCYTCTBME €€ KOMIIeHCaTOpHO# rurieprpodun [8].
Ilpu cuHapoManbHOW MYJBTUKUCTO3HOW IUCILIa3UU
MOYEK/TIOYKM U TIPOTHO3 3aBUCUT OT COCTOSTHUST (DYHK-
LIMM KOHTpajaTepaabHOI MOUKM, XapaKTepa U TSIXKECTU
BHETIOYEYHBIX TIPOSIBIEHWI HACJeACTBEHHOTO CHUH-
apoma [7, 16, 19]. JuarHocThka MYJIbTUKUCTO3HOM
MUCTIa3UU TIOYKHW Y TUIOJA U3 CEMbM C OTSITOIIEHHBIM
aHaMHE30M I10 TTOPOKaM Pa3BUTUSI TTOYEK W/WJIUM MOYE-
BBIBOISIINX TyTei B MpeHaTaIbHOM IEepHOJE, Hapsay
C YJIbTPa3BYKOBBIM HCCJIEOBaHNEM, BKJIIOYAET MOJIEKY-
JIIPHO-TEHETUYECKOE MCCIIeIOBAaHUE C 1IEJIbI0 YTOUHE-
Hug nuarHo3sa [15, 23, 24].
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MyTauum reHoB, U AEHTUULNPOBAHHBIE
nNpy MyNbTUKUCTO3HOMN AUCMIA3UMN NOYKU/NOYEK

MonekynasipHO-TeHeTUUeCcKOoe MCClieoBaHue y AeTei
C OMHO- U NBYCTOPOHHEN MYJBTMKUCTO3HOW muCIUIA-
3ueit mouek B 30% BBIIBUIIO IUTOTeHOMHBIE abeppaiuu
[8, 17, 25]. o nanubM G. Turkyilmaz u coast. (2021) [9],
M. Cai u coast. (2023) [17], mpu MOJEKYISIPHO-TEHEe-
TUYECKOM MCCJIEIOBAaHUU TIJIONOB C MYJIbTUKHUCTO3HOM
JMUCTUIa3ueil MOYEeK BBISIBICHBI aHOMAJIbHBIN KapuOTHIT
(3,7%) v MaToreHHbIE BApUAHTHI MyTAILIi TEHOB.

B oToii TpymIie mauMeHTOB TakkKe AWATHOCTUPO-
BaHbl MUKpoaeiaennu xpomocom 4q31.3—q32.2, 15q11.2,
16p11.2, 17q12, 17p12, 22q11.21, yacTUIHAST MOHOCOMMUST
XpOMOCOMBI 5, TUCOMUSI ¢ MHMKPOIYIUTMKALIMEN Xpo-
Mocombl 22ql1.21, Tpucomusi xpoMocombl 18, MUKpo-
nyrmmkauuum xpomocombl 7q11.23 [9, 17]. Tlpu nmoucke
MMaTOTeHHBIX MYTAIMii TEHOB Y JIeTeil ¢ M30JIMPOBAaHHOM
MYJbTUKUCTO3HOW JAUCIUIa3Uel MOYeK BBISBICHBI KPYII-
Hasl ieJielust xpoMocoMbl 7pl4.3, conepxarast 12 reHoB,
B ToM uucie BBS9 u BMPER; nyrumkauusi XpoMOCOM
16p13.11p12.3, conmepxaiias Goysee 20 reHOB, B TOM
yucine ABCC6, PDKIPI, ABCC6PI, yHacnemoBaHHBIE
OT POACTBEHHUKOB TIEPBOI CTENEHU POICTBA, U MOHOCO-
mus xpoMmocombl X [8, 17, 23].

Y nnonoB u nereit ¢ 0MHO- U JABYCTOPOHHEN MYJIb-
TUKWUCTO3HOW  AUCIIa3Weil  MOYEeK/TIOYKM  UIACHTU-
¢ummpoBansl Mmytanuu reHoB PAX2, HNFIb, LHXI,
CDCS5L, USF2, UPK3A, NPHP3, TP63, SALL1, CHD?7,
TFAP2A [1, 3, 4, 8, 14, 17, 25—28]. AyTOCOMHO-TOMHU-
HAHTHBIA TUM HAcJleIOBaHUS T€TEPO3UTOTHOM NeIeun
BO 2-M 3K30He reHa PAX2 mokaszan (peHOTUITMYECKYIO
reTePOreHHOCTh B TPeX IMOKOJEHUSIX CEMBbHM C MYJIbTH-
KHWCTO3HOM AMCIIa3ueil TIoYeK B CTPYKTYype CHUHIpoOMa
Renal—Coloboma y pebeHKa rpyIHOTo Bo3pacra [25].

B 0630pe M. Bower u coanr. (2012) [27] ciyyaeB Ko~
JIGKTUBHOTO JIUArHOCTMYECKOTO OIbiTa JIabopaTopuit
TpeX CTpaH MPeACTaBIeHBI 55 YHUKAIbHBIX MyTallii reHa
PAX2 y 173 nanmenToB u3 86 ceMeil 1 HamboJee YacThle
MMOYeYHbIe aHOMAJIUM Y HMX, CPeAN KOTOPBIX TMIOIUC-
miasus nmovyek (65%), Mmy3bIpHO-MOYETOYHUKOBBIN ped-
mokc (14%), kuctel mouek (8%) v MyTbTUKMCTO3HBIE THC-
TTaCTUYHBIE TTOYKM (6%). B 3TOM MccnenoBanuu y tuiona
C OTHOCTOPOHHEU areHe3uel MoYeK U MYJbTUKUCTO3HOMN
JUCTIIa3uell eIVMHCTBEHHON TOYKM WACHTU(UIIMPOBAH
BapuaHT MyTtanuu reHa PAX2 ¢, 478 G>A mpuBomsgImii
K 3aMeHe TpeOHWHa Ha ajaHuH B 160-i mosuumu (p. Ala-
160Thr). DTOT BapMaHT MOATBEPXKAECH U Y (PeHOTUTTMYE-
CKM 310poBoii Matepu rutona [27]. PaHee He onvcaHHBIN
BapuaHT Mytauuu c.824delT, p.L275Yfs*10 (de novo)
reHa SALL 1 obHapyxunu y pedeHKa B Bo3pacte 40 mHei
C MYJIBTUKWCTO3HOW MUCIUIA3WEeN TIOYEK M TIOYEUHOU
HEIOCTaTOYHOCThIO B CTPYKType CcuHApoma Townes—
Brocks 6e3 aTpe3uu anyca [28].

B nurtepatype mmpoko oOcyxXmaroTcsl ciaydau jelie-
un xpomocombl 17q12 [29, 30]. JanHas MyTauust Oru-
caHa y TMalMeHTOB KaK C OJHOCTOPOHHEN MYJIbTUKM-

Ob30Pbl JINTEPATYPbI

CTO3HOW JUCIUIa3Meil MOYKKU ¢ HOPMaJIbHOM (DyHKIIMENH
KOHTpaJlaTepaJbHOW TMOYKHU, TaK U TPU JBYCTOPOHHENH
MYJBTUKUACTO3HOM TUCTUIA3UU TIOUEK C JIETATBHBIM UCXO0-
JIOM Y HOBOPOXAEHHOTO C TIOTTEP-IOCIeA0BaTEIbHO-
croio [29, 30]. C.-P. Chen u coanrt. (2013) [30] onucanu
CeMelHBIN ciyyail ¢ HaciemoBaHueMm neneuuu 17ql12
OT (peHOTUNMYECKU 3M0POBOI MaTepu K TUIOLY C MYJb-
TUKUCTO3HON MUCITIA3Weil MOYeK B CTPYKTYpPe BPOXK-
JNEHHBIX aHOMAJM{ TOYeK W MOYEBBIBOASIINX TIyTeil.
VYuuThiBasi BBICOKYIO YacTOTy KHUCTO3HBIX W3MEHEHMIA
MapeHXUMBbI TTOYeK B CEMbsIX ¢ MyTalsiMu reHa HNF1b,
M. Nakayama u coaBt. (2010) [26] TpeaIoXXuau BKITIO-
4yaTh MOJIEKYJISIPHO-TEHETUIECKOE HccleoBaHNe
C TIOMCKOM TIaTOJIOTMYECKUX BapWaHTOB 3TOT0 TeHa
BO BCEX CJIydassX KHMCTO3HBIX OOJIe3Heil MOoYeK, B TOM
YUCJIe TIPU ONHO- W ABYCTOPOHHEW MYJBTUKHUCTO3HOU
JVICTIJIa3UU TTIOYeK. ABTOPBI TTOJIAratoT, UYTO AEJIELINS XPO-
MocoMbl 17ql2, Bximouatomias redsl HNFIb w LHXI,
OTBETCTBEHHA 3a pPa3BUTHE IBYCTOPOHHEW MYJIbTUKHU-
CTO3HOI AMCIUIa3ny movex [29].

JleTanbHbIe UCXOIBI Y TUIOMOB C MOTTEpP-TIOC/IeA0Ba-
TEJBbHOCTBIO TIPU ABYCTOPOHHEN MYJTbTUKUCTO3HOM TUC-
IUIa3UM MOYEK BCaeacTBre MyTauuii reHoB NPHP3, TP63
orucanu A. Ijaz u coast. (2022) [31], Y. Bao u coaBr.
(2021) [32], I. Friedmann u coast. (2020) [33]. ¥ muiona
19 Henm recTalMy C ABYCTOPOHHEN MYJBTUKUCTO3HOM
IUCIIa3uell TMOYeK B OTCYTCTBHME OKOJIOTIOMHBIX BOJ
WASHTU(MUILIMPOBAHA CJIOXHAsT TeTepPO3UTOTHAs MyTa-
mst ¢.1817G>A, p.W606X; c¢.432dupA, p.E145Rfs rena
NPHP3 [32]. Y MepTBOpPOXIEHHOTO IO MYXCKOTO
MmoJjia ¢ aHTeHATaJIbHO TPU YJIbTPa3ByKOBOM MCCIIeI0Ba-
HUW JOUAarHOCTUPOBAHHBIM aHTUAPAMHUOHOM JIBYCTO-
POHHSST MYJBTUKUCTO3HASI JMCIUIa3Us TTOYeK O0YyCIOB-
JIeHa TeTepO3UTOTHBIM BAPMAHTOM MYTAllMK B 5-M 9K30HE
reHa TP63: p.His247Arg: ¢.740A>G (NM_003722.4) [33].

B nccrnenoBannu D.G. Matsell u coast. (2023) [16]
n3 160 mereit ¢ MYJIBTUKKUCTO3HON MUCIUIA3MER TOYEK
y 18 (11%) moxkazaHa accoumanusi ¢ TeHEeTHUYECKUMU
cuaapomamMu. CUHIPOMAJIbHYIO MYJTbTUKHCTO3HYIO TUC-
MJIa3UI0 TTOYeK JUATHOCTUPYIOT B CTPYKTYpE CIEIYIOIINX
HAaCJIe/ICTBEHHBIX CUHIPOMOB W XPOMOCOMHBIX 00Je3-
Heit: Bardet—Biedl, Zellweger, VACTERL, Renal—Col-
oboma, CHARGE, Eagle—Barret, DiGeorge, Mayer—
Rokitansky—Kiister—Hauser, 0OpaHX10-0TO-peHalbHBIN
CUHIPOM, TIOYE€YHO-TIEUeHOYHO-TTOKETYI0UHAS JIUC-
rutasusi, Down, Shereshevsky—Turner, Patau, Goldenhar,
Townes—Brocks, Cumming, Campomelic aucruiasus [1,
7,9, 14,17, 23,27, 31].

B ogHoM u3 Hammx HaOmoneHuit y pedenka 10 mec
¢ cunapomom CHARGE (konmoboma nucka 3puTeib-
HOTO HepBa W XOPHOWIEW, BPOXKICHHBIN IMMOPOK Cepalia,
3a/epyKKa TICUXOMOTOPHOTO 1 PEYEBOT0O Pa3BUTHUS, TTAX0-
Basg JUCTOMWST TMPABOTO SIMYKA, ITaXOBO-MOIIOHOYHAS
IpbIXa cjieBa, IBYCTOPOHHSIS HEWpOCEHCOpHas TYro-
YXOCTb) BcienctBue Mytaiuu B reHe CHD7 BBISIBICHBI
He(YHKIIMOHUPYIOIIAss MYJIbTUKUCTO3HAS JTUCTLIA3US
MpaBoii U TUAPOHE(HPO3 KOHTpaIaTePaTbHOM TTOYKH.
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Anopeesa 9.9D., Casenrosa H.JI. KnuHuKo-MOpGOIOTIIECKIi GEeHOTUIT U TEHOTUIT MYTbTUKMCTO3HOI TUCTIIA3UK MOYKHM Y TeTei

Hamu 00001meHsl MMeoIuecss B JIMTEpaType CBe-
JIEHUsI O MYTallMsIX T€HOB, OTBETCTBEHHBIX 3a pa3BU-
THE Y JeTeil, MyJbTUKUCTO3HOW AUCIUIa3ueil TMo4yKu/
MoYyeK, U30JIMPOBAHHON M aCCOLIMMPOBAHHON C PEIKUMU
HaCJeCTBEHHbIMU CUHIpPOMaMU. ODTU JaHHBIE TIpei-
CTaBJIEHbl B BUJIE CUCTEMATUKN MYJIbTUKHWCTO3HOW JTHC-
TUIa3UM MOYKHU Y IeTe 1O KIMHUKO-MOP(hOIOTUIECKOMY
(eHOTUITY ¥ TEHOTHUITY.

Knunuko-mopdonaornueckue GeHOTUNTBI MYTbTUKN-
CTO3HOW TUCTIIA3UU TOYKU:

— OIIHOCTOPOHHSISI, IBYCTOPOHHSISI, CETMEHTapHast —
CerMeHT yIBOEHHOM WUJIU MOJKOBOOOPAa3HOM MOUKH;

— TIpocTasi — OJHOCTOPOHHSISI 0e3 aHOMauii pas-
BUTHUSI KOHTpajaTepaJbHON TMOYKM M MOYEBBIX IIyTei,
TOJIOBBIX OPTaHOB;

— OCJIO(KHEHHas] — OJHOCTOPOHHSISI ¢ aHOMAaJIUSIMU
MOJIOBBIX OPraHOB, KOHTpaJIaTepaIbHOMN MTOYKHU WX JIBY-
CTOPOHHSISI C BKCTpapeHaIbHBIMU aHOMAJTSIMU;

— M30JIMpOBaHHas (OAHO- WK ABYCTOPOHHSIS);

— cCUHApOMaJibHas (OAHO- WJIM  JABYCTOPOHHSIS
B CTPYKTYpE HaCJIeICTBEHHBIX CUHIPOMOB);

— TUIMWYHAsE — TIapeHXMMa TOJIHOCThIO 3aMellleHa
KHUCTaMU, MEXIY KOTOPBIMU OTCYTCTBYET KPOBOTOK;

— CoJIMIHas — B IUCIIACTUYHON MapeHXUMe MEeXIy
MEJIKUMW KUCTaMM TPUCYTCTBYET PpPeIyLIMPOBAHHBIN
KPOBOTOK;

— TuapoHedpoTUIECKass — BU3YAIM3UPYETCS 3HAUM -
TeJIbHOE pacllIupeHNe JOXaHKH;

— Potter IIA Tunm — MyJbTMKUCTO3HAsI TTOYKa YBe-
JINYEHA;

— Potter IIB Ttum —
YMEHbIIICHA;

— HehyYHKIMOHUPYIOIIAas MyJIbTUKMCTO3HAsI TTOYKa.

I'eHbI, MyTallMM KOTOPBIX aCCOLIMMPOBAHBI C MYJIBTH-
KHUCTO3HOM IUCTUIa3uel TTIOUKM:

PAX2 (chr:10q24.31), HNFIb (chr:17q12), LHXI
(chr:17q12), CDCS5L (chr:6p21.1), USF2(chr:19q13.12),
UPK3A  (chr:22q13.31), NPHP3(chr:3¢22.1), TP63
(3928), SALLI(chr:16g12.1), SOXY(chr:17q24.3),
CHD7(chr:8q12.2), TFAP2A (chr:6p24.3).

MYJBTUKHNCTO3HAasA ITOYKa

OunarHo3 n pudpdepeHumnanbHbiA gUarHo3
MYJIbTUKUCTO3HOM AUCTIIa3UM NOYKU/NOYEK Y AeTen

MyJNbTUKUCTO3HYIO AMCIUIA3UI0 TIOUYKM/TIOUEK auar-
HOCTUPYIOT y TUIOJOB W JeTell TpHU YJIbTPa3ByKOBOM
WUCCIIeI0BaHUM C Jornruieporpacdueit moyek Ha OCHOBa-
HUU XapaKTepHOW KapTUHBI, BU3yaJU3UPYIOIIeil KOH-
rJIoMepaT MHOXECTBEHHBIX KHUCT pPa3IMYHOTO pas3Mepa
MpU TIOJTHOM WJIM TIOUYTH TIOJITHOM OTCYTCTBUM TlapeH-
XUMBI, OTCYTCTBMM KPOBOTOKAa MEXIYy KUCTaMU B yBe-
JIMYEHHOU, YMEHBIIEHHOW WJIM HOPMaJIbHOTO pa3mepa
MOYKe B OTCYTCTBUE BU3yaJU3allMMd YallleYHO-JI0Xa-
HouHO# cucteMbl. [locie poxnaeHust 1o pesyjabraTaM
9KCKPETOPHOI yporpacduu U peHOCHUHTUTpacduu TOMI-
TBEPKIAIOT OTCYTCTBME HAKOTIEHUs TTAPEHXUMOM MYJIb-
TUKUCTO3HOM TIOYKM PEHTTeHOKOHTPACTHOTO Bellle-
cTBa M paauodapMmipenapaTa, 4YTO CBHUIETEIbCTBYET

00 oTcyTcTBUM (DYHKIIMU TIOYEK. Y JeTeil ¢ MyJbTUKM-
CTO3HOW AUCIUIa3ueil Mmouek 1Mo 1ucTorpadun HepemaKo
OOHApPYXMBAIOT ITy3bIPHO-MOYETOYHUKOBBIN pedITIOKC
B aHOMAaJIbHO-C()OPMUPOBAHHBINI MOUETOYHUK WU €ro
KynbTio. Ilpm TIpocTOil MYJBTUKHUCTO3HOM OMCIUIA3UU
MOYKM KOHTpayiaTepajbHasi Moyka HopMaibHO chop-
MUpOBaHa, KOMIIEHCATOPHO TUIepTpoUpoBaHa U HOP-
MajbHO pyHKIIMoHupyert [3—5, 8,9, 11, 30].

YuuteiBasi TeTepOreHHHOCTh KJIMHUKO-MOPHOIOTH-
yeckoro (heHOTUIIa M TeHOTUIIA, BaXKHO MPOBOAUTH MU-
(bepeHIIMaIbHYI0 JUMArHOCTUKY He(hYHKIMOHUPYIOLIEH
MYJIbTUKHACTO3HOW NUCIJIA3UU TTOYEK CPEIU KUCTO3HBIX
Oone3Heit mouek [ 14, 34].

HecMoTpst Ha BBICOKYIO 4acCTOTY MpeHaTaIbHOM Yiib-
TPa3BYKOBOW JMArHOCTUKKU MYJIBTUKUCTO3HOMN MMCIIIA-
31U TIOYEK, C LEbI0 MpoBeneHus auddepeHnaibHOro
NMarHO3a CpeAu YpOOOCTPYKIIMI U TIOJMKMCTO3HOM
00JIe3HU TTOYeK OOOCHOBAHO MOCJIEOYIOIIee YIbTPa3By-
KOBOE UCCJIeIOBaHUE MTOYEK C oMnTieporpadueii y HOBO-
poxnaeHHoro [3,4, 6,9, 10, 15].

Ctpaterus BegeHus aeteil ¢ MyNbTUKUCTO3HOMN
aucnnasuei noYkn,/novyex

Benenne mnemmatpom-HedposioroM neTeil ¢ OIHO-
CTOPOHHEM  MYJIbTUKUCTO3HOW  JUCIUIA3UE  MOYKM
npeaycMaTpuBaeT Clenymollee: coxXpaHeHue QYHKIIUU
KOHTpajaTepaJibHONW TMOYKM, MEIUKAMEHTO3HYI aHTH-
TUTIEPTeH3UBHYIO Tepanuio, 3TUOTPOITHYIO aHTHUOaKTe-
pUAILHYIO Tepamuio NpyU MOYeBOM WMHQEKINUU, DHOO0-
CKOIMUYECKYI0 KOPPEKIMIO My3bIPHO-MOYETOUHUKOBOTO
pedaokca u o0CTpyKTUBHOM yponatuu. IToka3aH KOH-
TPOJIb 00beMa MYJIBTUKUCTO3HON M KOHTpajaTepaibHOMU
MoYeK TpU YJIbTPA3ByKOBOM WCCIIEIOBAHUU, YPOBHS
apTepuaJbHOIO JABJIEHUs, KpeaTUHMHA B KPOBU U TIPO-
TEUHYPUH, CKOPOCTU KIYOOYKOBOW (huiabTparuu [3—6,
8,16, 17,24, 35].

A. Chang u coanrt. (2018) [5] pa3paboTaH u mpemio-
>KEH aJITOPUTM BEJCHUS IETeH C IMpeHaTaIbHO TUarHOCTH-
POBAHHOU OJHOCTOPOHHEU MYJIbTUKUCTO3HON TMOYKOM.
B cooTBeTcTBUM C 3TUM aJrOPUTMOM HOBOPOXKICHHOMY
MOKa3aHO YJIbTPa3BYKOBOE MCCIIEIOBAaHWE JUISI UCKITIO-
YeHUs aHOMAaJIMii CTPOEHMs, TNPU3HAKOB OOCTPYKIINN
OpPraHOB MOYE€BOW CHUCTEMbl, TUMEPIXOTEHHOCTU U KUCT
B TIapeHXMME KOHTpaJlaTepaJibHO ToukKu. PebGeHKy
B Bo3pacTe 3—24 Mec pPeKOMEHIOBAaHO YJIbTPa3BYKOBOE
uccliefioBaHue: B 3 MeC B Clly4yae, eCc/ii MyJIbTUKUCTO3HAs
Moyka AMAarHOCTUPOBaHA T10 pe3yJibTaTaM YJbTPa3ByKO-
BOTO MCCJIeIOBAHUSI/MAaTHUTHO-PE30HAHCHOW TOMOTpa-
¢um npeHaTanbHO 10 30-1 Hemenu rectalud U He ObLIO
BBITIOJTHEHO YJIBTPa3ByKOBOE HCCJIEOBaHUE 10 W TIOCIe
POXIEeHUsI, OLIeHKa 00beMa MYJIbTUKUCTO3HOW U KOHTpa-
JIaTepajbHOM TT04eK; B 12—24 Mec — IJIs TTOATBEPKICHUS
KOMITEHCATOPHOW  TUTEepTpouu  KOHTpajaTepaJbHOM
TMOYKM Y MTHBOJTIOLINY MYJIHTUKHCTO3HOM MMOYKH. PeGeHKy
crapiie 24 Mec ToKazaHbl KOHTPOJIb apTePUabHOTO AaB-
JICHUsI, YPOBHsI KpeaTMHWHA B KPOBU U TIPOTEHHYPUH,
€XEero/IHO OlIeHKa 00beMa KOHTpaJlaTepaJbHOM TTOYKH.
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IMokazaHusIMU K He(PIKTOMUU TIPU OTHOCTOPOHHEN
MYJbTUKUCTO3HOW AUCIIIA3UM TTOYKU CUMTAIOT pedpak-
TEPHYIO K aHTUTUTIEPTEH3UBHOI Tepaniu apTepuaabHyIo
TUTIEPTEH3UI0, 3HAUUTETHbHOE YBETMUeHNe 00beMa MYJTh-
TUKUCTO3HOU TIOUKHU IO pe3yjIbTaTaM YJIbTPa3ByKOBOTO
WCCIeIOBAHUS MPU TIEPBOM BBISIBJICHUM U B IMHAMMUKE,
MaJIUTHU3AIWI0 MYJIbTUKUCTO3HOM TOYKU. B my6mm-
KalllsIX OTMEUYEHO, YTO apTepuajbHOe HaBJIeHWE HOP-
MaJIu3yeTcsl Tocjie He(pIKTOMUN TPU OJHOCTOPOHHEN
MYJIBTUKMCTO3HOM nucIutaszuu Toukm [3, 4, 11, 17].
B HacTosIiee BpeMsT CUMTAIOT, YTO PUCK MaJTUTHU3ALNT
(0,07%) mpu OTHOCTOPOHHEH MYIHTUKMCTO3HON IMC-
TJ1a31M TIOYKU He OTPaBIbIBAET 00s13aTeIbHOE BBITTOTHE -
HUe He(PIKTOMUU MYJBTUKHUCTO3HOM Touku. [lo maH-
HeiM G. Turkyilmaz u coast. (2021) [9], HedpaKTOMMUS
MYJbTUKUCTO3HOW TMOYKU TIPU OXHOCTOPOHHEM ITOpa-
JKeHUHU TpoBejeHa y 8% u3 112 mauneHToB, MO JaHHBIM
C.S. Jorgensen u coaBr. (2023) — y 4% w3 96 nereii [19].

CnapieHue yBeJUYEeHHOW MYJIbTUKUCTO3HOM MTOYKOM
COCETHUX TKaHEeW M OpPTraHOB C HapylleHWeM HUX (YyHK-
IIMM MOXET TaKKe pacCMaTpPUBAThLCS KaK MOKa3aHUe K ee
OTepaTUBHOMY YIAJICHUIO TIPW OJHOCTOPOHHEN MYJIbTHU-
KUCTO3HOM INCTUTa3UX TTOYKU. B peKOMeHIalmsIX IpyTux
aBTOPOB KOHTPOJIb IO pe3yJbTaTaM YIbTPa3BYKOBOTO
WCCNIENOBaHUST JOJDKEH TIPOBOAUTBLCS Yalle — Kaxk-
Ible 3 Mec B TPYIHOM BO3pacTe, a 3aTeM Kaxkiple 6 Mec
(He MeHee 5 JieT) A0 MOATBEPKAEHUSI UHBOJTIOLUU MYJTb-
TUKUCTO3HOU nouku [4, 20].

3akovyeHue

MynbTUKUCTO3HAS OUCIUIA3UsT TOYKM — peaKast
KUCTO3Has Gosie3Hb: omHocTopoHHssT (ORPHA:97363)
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