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IToueunast matosorus Hepenko ObIBaeT MPOsiBIIE-
HHEM CHCTEMHBIX 3a00JIeBaHHH, 3a4acTyl0 reHeTH4ec-
K{ JI€TEPMUHUPOBAHHBIX, B YMCIO KOTOPHIX BXOIUT
HAaCJIeICTBEHHAsl 0CTE0-OHUXOIUCILIA3US (HACIIEICBEH-
Has apTpo-ocTeo-oHuxoauciniasms, Nail-Patella syndrom
(NPS) — cuHIpOM HOT'TH-HAIKOJIEHHHUK, HOTTETIaTe IsIp-
HBIIA CUHJIPOM, OCTE€0-OHHUXOU30CTO3, CUHIPOM TypHe-
pa, cuaapom Typuepa-Kuzepa, cunnpom Octeppeiixepa,
cuaapom PoHra, CHHAPOM «IOAB3IOLIHBIX POTOBY —
iliaca-horn syndrom) [1-3]. Cuanpom NPS Bctpeuaer-
csl ¢ yactoToi 22 ciayvas Ha 1 MuH. HaceneHus [4].

ITepBoe coobreHrne o OOTBHOM C TUCTpOdHEH
HOTTeW M JUCIIIa3uell ckejeTa ObLIO OMyOJIMKOBaHO
Chaterlain B 1820 . B 1887 r. Litle m Majer onucanm
CEMbI0, B KOTOPOH YeThIpe MOKOJIEHUS POACTBEHHU-
KOB MMEJIM NOPKEHHsI HOTTel OOJbLIMX NallbleB PYK
W HaJKOJEHHUKOB. [lopaxxeHue JIOKTEBbIX CYCTaBOB
BIiepBbIie ObLI0 onrcano Wrede B 1909 . u Firth — B
1911 1. B 1930 r. Osterreicher Habmoman Tpuay cum-
NTOMOB: arpodusi HOITeH, ansa3us HaJKOJIEHHHUKOB,
BBIBUX IOJI0BKH J1yyeBoid kocTu. B 1933 . Turner Bep-
BbI€ ONMCaJ POTOBUAHBIE HAPOCTHI Ha KOCTSX Tasa,
koTopsie B 1946 r. Obutn Takke otmeudeHsl Fong. B
1930 1. Kieser BeIICINI TOPAKEHHUE TTOYEK TTPH ITOM
cunapome, a B 50-x . XX Beka Hawkins n Smith,
00001LIMB UMEIOLIMECS JaHHbIE, TPEIION0KUIN, YTO
HedporaTus sBISIeTCS HeOTheMIieMoi JacTeio NPS.
B 1971 r. M. Ben-Bassat u coaBT. IpuBeaN JaHHbIE
00 yIBTPacTPYKTYPHOH MaToIorun 0a3aibHOW MeMO-
paHbl KaWJUISIPOB KJIyOOUKOB, XapaKTEpPHON AJIs 3TO-
ro 3aboneBaHus [5].

s NPS xapakrepeH ayTOCOMHO-IOMHUHAHTHBIN
TUT HACIIEIOBaHMS C BBICOKO M3MEHUHBOW JKCITpec-
CUBHOCTBIO cuMnTOMOB [2]. Jlokyc rena NPS Haxo-
TUTCS B JUTMHHOM TUiede 9 xpomocomsl (9q34) psaom
C TeHaMU TPYII KPOBH U SPUTPOLUTAPHON aJIeHHUIAT-
nuKiIasel [6,7]. 3a0oseBaHue CBSI3BIBAIOT C MOBPEK-
JneHusiMu B reHe koimiareHa V tuma (COL 5A 1) [5].
YV nauueHToB C TANHMYHBIMU NposiBieHusaMUA NPS mpo-
BeJIEHBI PaOOTHI IO MCCIIEIOBAHUIO YKCKPEIH KHC-
JBIX MYKOIOJUCAXapHUIOB U THIPOKCHUIIPOINHA C
CYTOYHOU MOUYOH. Pa3HbIMU HccenoBaTeasiMu MoJy-
YeHbI JaHHBIE O TIOBHIIIEHHOM BBIJIEIIEHUH ITHUX CYO-
CTpPaTOB C MOYOM, YTO MO3BOJMIO pacCMaTpUBaTh
NPS kak cuctemHblii Mykonoaucaxapunos [1,6]. B
OCHOBE JIOKHUT HEJIOPA3BUTHE TKAHEH DKTOAepMallb-
HOTO ¥ ME€30JIepMaTEHOTO MTPOUCXOXKIICHHS.

Kiununuecku NPS nposiBasiercst psgoM NpU3HAKOB:

1. AHOoMauus HaJKOJIEHHUKOB, HAOJIIOIA0IIasICs B
92% ciyuaeB, MOXXET OBITH OJJHO- WJIM JIBYCTOPOHHEN
[8,1,4]. Yame BcTpeyaeTcsi TUIOIIIA3Usl, MEHEE Yac-
TO — BBIBUXH, PEJIKO — arljia3us HAJKOJEHHUKOB. | -
MOTNIA3UPOBAHHBIN HA/JKOJIEHHUK MMEET OBAIbHYIO,
TPEYTOIBbHYIO WA HETPaBUIBHYIO IeOPMUPOBAHHYIO
(hopmy. XapakTepHO JaTepaibHOE WU MPOKCHMAIIb-
HOE ero cMmemeHue. M3MeHsroTcsl 1 MBIIenku Oef-
PEHHOU KOCTH: HApPY)KHBIH MBIIIETIOK MOXET OBITh
THIOTUIA3UPOBAH, BHYTPEHHUI — THIIEPITIa3upOBaH, 4To
BeZIET K BANBI'YCHOH JehopManii B KOJIEHHOM CyCTa-
Be. [lyTh nBMXKEHHS HAJKOJIEHHHKA JIaTepaIn30BaH
OTHOCHUTEIIEHO OCH CTHOaHMS B KOJIEHHOM CYCTaBe,
PE3YyABTATOM YEro SIBISIOTCS YMEHbBIIIEHHE CTAOMITh-
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HOCTH B CyCTaBe, MOABBIBUXH U BBIBUXH, UTO TpeOyeT
OIepaTUBHOMN Koppekuuu [9].

2. Ilopaxenue Hortel nmpu NPS oTmeuaercs B
98% cmyuaes [1,9]. [Iponecc 3HaunTENBHO Yallle 3aT-
parmuBaeT BepXHUE KOHEUHOCTH, YeM HIKHUE. 13 manb-
LIEB PYK MPENMYILIECTBEHHO MOPaKatoTCsi OOBbIINE U
yKazarenbHble, pexe — apyrue. Jucrpodus Bcex 10
HOTI'TEeH BCTpedaeTcss oueHb pefko. M3ameHenus Hor-
Tel 3aKITI0Yar0TCs B UX YKOPOUEHHH, YIIOLIEHUH, JIOXK-
K00Opa3HOM BJIABJICHUH, pacllerieHnu, pudieHuH,
arya3um, HepeaKo ¢ KonboobpasHoi aedopmanunei u
YKOpOYEHHEM KOHIOB MaibleB. OTMeuaercs 3aMe-
JIGHHBIA POCT IUCIIACTUYHBIX HOTTEBBIX IIACTHUH,
MOTYT HaOIIoJaThcs TPeUMHbl HOorTed. OnuchiBaeT-
€Sl CIVIAXKEHHOCTh CKJIaJIOK KOKH Ha JIOp3aJbHON CTO-
poHe MeK(alaHTOBBIX CyCTaBOB, BIUIOTh A0 MOJHOTO
OTCYTCTBHS TaKOBBIX.

3. Y GonpLIMHCTBA MAllMEHTOB AMCIIIA3UA JIOK-
TEBBIX CYCTaBOB CBOJIUTCSA K OIPaHUYEHHUIO Pa3TH-
Oanus, npoHanuu u cynunHauuu [9]. UHorma
oTMeuaeTcsl BajbrycHas aedopmanus JokTs. Yac-
TO OBIBAaIOT JAMCIUIACTUYHBIMHU Jy4eBas KOCTb WU IO-
JOBKa IJIeYeBOW KOCTHU, HUX COYJEHOBHas
MOBEPXHOCTh, PEXKe — LIMJIOBUAHBII OTPOCTOK JIOK-
TEBOI KOCTH. DTH MU3MEHEHHs BEAYT K MOJBBIBUXaM
TOJIOBKH JIy4€BOW KOCTH K331 U KHapPYXH.

4. JInst NPS sBnsiercst xapakTepHbiM 00pa3oBa-
Hue 0ojiee UM MeHee KPYIHBIX BBIPOCTOB Ha IMOJ-
B3JIOLIHBIX KOCTSIX, TAK Ha3bIBAEMBIX «TA30BBIX POTOB»
(«moaB37101IHBIX poroBy — «iliaca horn»). OHu BbIsB-
nsiorest B 70-81% cimyvaeB W yaiie ObIBalOT ABYCTO-
poHuumu [9]. B 3aBUCHUMOCTH OT CTE€NMEHHU HX
BBIPQ)KEHHOCTH U JIOKAJIM3ALUKN «Ta30BbIE POra» Mo-
T'YT OBITh BEpUPHULIMPOBAHBI 3PUTENHHO, TATBIATOPHO
WM TOJBKO peHTreHosnorudyecku. CyiiecTByeT He-
CKOJIBKO THIIOTE3 10 MOBOJY JJaHHON aHOMaJluM Ta3a:
BBIPOCTHI JJOKAIHU3YIOTCS B MECTaX MPUKPETUIIEHUS SIF0-
JUYHBIX MBIIIIL, SIBJSIOTCS MPOSIBICHUEM aTaBU3Ma;
MIPOSIBJICHUE YABOCHUS OJB3IOITHON KOCTH (1006aBOY-
Hoe 00pa3oBaHue, MOA0OHO moauIakTHiInK). Hu oqna
M3 9TUX TOYEK 3PEHUs HE Halllja JIOJHDKHOTO MOATBEp-
JKIEHUSI. DK30CTO3bl MOTYT COYETaThbCs C APYTHMHU
M3MEHEeHUsIMU KOCTeW Taza, 4yacTo MepeHUX ero oT-
JIETIOB, HAITPUMED, € KPBITOBHHOW (POPMOH 10IB31011I-
HBIX KOCTEH, C BBIPAKECHHBIM Y/UIMHEHUEM BEPXHUX
MEPEHUX TOJIB3/IOIIHBIX OCTeH, JedopManueii Kpbi-
JIbEB MOJIB3/I0IIHBIX KOCTEH MO TUITY «yXa CIIOHa» pU
OTCYTCTBUU TUNHUYHBIX poroB [3]. MHoraa Bxona B Ta3
HaroMuHaeT 1o ¢opme kapTouHoe cepjie. OueHb
PEAKO 3K30CTO3bI JIOKAIU3YIOTCS B 00JACTH JIPYTHX
KoCTe (Kitounil U ap.). ['unomnnasus, qucmiasus uin
ania3us HOrTed M HAJKOJEHHHMKOB CUMTAIOTCS
HeoThemJIeMbIMU NTpu3Hakamu NPS, npyrue xe au-
arHOCTUYECKHE CUMIITOMBI (M3MEHEHHE JIOKTEBBIX
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CYCTaBOB, 3K30CTO3bI MOJIB3JIOUIHBIX KOCTEH), XOTd U
naTorHoMoHW4HbI A7 NPS, BcTpeuatoTcst TONbKO B
70% cmyuaes [1].

5. lpyrue BO3MOkHbI€ aHOMAJIUK: TpU3HaK Lester
— oOpa3oBaHHe 3aBUTKOB B paayXHOH 000104YKe
BCJIE/ICTBHE TUIIOIUIA3MH €€ MepeTHEro Me30,iepMallb-
HOT'O JIMCTKA; KPBIJIOBUAHOE 00pa30BaHNe MEXKIY IIe-
YoM W MpejarieubeM (pteregum); HEJIOpa3BUTHE
HIMJIOBUAHOTO OTPOCTKA JIOKTEBOI KOCTH; JIOKaIbHAs
aucTpodust MBI, JTOOHBIN THIIEPOCTO3 Yeperna; Ba-
pycHasi Wi BaJibrycHas Jiehopmanius 6esep; Kocoia-
MOCTh; CKOJMO3, KaK MPaBUI0, KOMIIEHCATOPHBIH,
BCIIEJICTBUE UCIUIA3UM HUKHUX KOHEUHOCTEH; spina
bifida; meitnsie pedpa; Il meTakapnanbHas KOCTb
qmuaHee 11 mectunanocTk; roTuyeckoe HEOO; AMU-
KaHT; OTCYTCTBHE COCKOB; KIMHOJAKTHIIUS MU3HHIIA,
HEBPOJOrHuecKrue 3a00seBaHusl; IU30PPEHUS UITH
XpoHHYecKas runocuaepuaeMus [2,3].

6. Jlonroe BpeMs mopakeHue MoyeK He CYUTAIOCh
tunuaHbiM Jii1st NPS [1,2,9]. ManudectHoe nopaxe-
HUe 1ouek oTMeuaercs B 40 — 60% ciyuaer. Hedpo-
MaTHs yallle BCEro MposBISETCS M30JIUPOBAHHOMN
MPOTEUHYPHEH, Peke BCTPEUAOTCs HeYPOTUUESCKUN
cuapom (HC), rematypus u aprepuanbHas rumnep-
teH3us [8,4,5]. BeiaenstoT qBa BapuaHTa TEUCHUS
Hedponaruu npu NPS: muyuTensHas laTeHTHAS C MU-
HUMaJIbHBIM MOYEBBIM CHHJIPOMOM U OBICTPOIPOT-
peccupyroniasi ¢ MaCCUBHOM IPOTEUHYPUEN U PAHHUM
Pa3BUTUEM TEPMUHAIBHOM CTAIUU TIOYEUHON HEAOCTA-
TouyHOCTH. ONMCcaH U «IPOMEXKYTOUHBII THII, coye-
Tatomuii B cebe o6a Bapuanrta [4]. HaGmomanuce
clly4ad JU3dMOpUOreHe3a OpraHoB MOUYEBOM cHcTe-
MbI [8]. YV GONbIIMHCTBA OOJBHBIX OTMEYAeTCs J100-
pokauecTBeHHOE TeueHue Hedpomnaruu, HO Y 10%
pa3BUBaeTcs Mporpeccupyrolias XpoHuyeckas novey-
Hasl HEJIOCTATOYHOCTh C BapuadelbHOCTBIO TEMIIOB
nporpeccuposanus [10,11].

MuKkpockonuueckast KapTHHa 3a0071eBaHMs ITPH CBe-
TOBOM METOJI€ MCCIIEeIOBaHUS BapbUPYET OT MPaKTH-
YEeCKH HOPMAJIbHBIX KIyOOYKOB y MalMEeHTOB C
HE3HAYUTEIbHOHN MPOoTeHHYpHUeH 10 (PoKanbHO-CerMeH-
TapHOro Wik AU (Hy3HOro IOMEPYIIOCKIIEpo3a y 00JThb-
HeIX ¢ HC 1 moueyHol HeocTaTouHOCTHIO [4,12].

C npuMeHeHneM 2IeKTPOHHONW MUKPOCKOITHH OBLIIO
00HapyKeHO, YTO MPH TOH MATOJOTHH OTMEYaeTcs
cBoeoOpa3Has aHOMaNus TIOMepYIApHOI 6azaabHOMN
memOpans! (I'BM) kiyOoukoB, HECMOTpPS Ha OTCYT-
CTBHE KJIMHUKO-Ta00paTOPHBIX MPOSBICHUH MOYeUHON
natonoruu [8,4,10]. Ilpennonaraercs, 4To B OCHOBE
MOYEYHOTO TOPAKEHUS JISKUT CTPYKTYPHBIN JeeKT
koJutareHa I'bM. ITpu 271eKTpOHHON MUKPOCKOITUY Ha-
XOIIAT XapaKTepHble U3MEHEHHsI BOJIOKOH KoJulareHa
BHyTpeHHero ciosi [ bM. Onu 3akiioyarotres B Hepe-
TYJISIPHO PacloIOKEHHBIX MPOCBETIEHHSX, KOTOpbIE
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MPEJICTABJICHbI CKOIUICHUEM KOJUIAr€HOBBIX (HOPUILIT
1 OOIIUPHBIMU CIUSHUSIMHU HOXKEK 1o1o1uToB. O0Ha-
PYXUBAIOTCS MHOXXECTBEHHbBIE HEPABHOMEPHBIE YTOJI-
uieHust [BM ¢ uHTpaMeMOpaHO3HBIM OTJIOKEHUEM
IIEPEKPECTHO CBA3AHHBIX BOJIOKOH KOJUIAr€Ha, y4yacT-
KU €€ paspspKeHUs! U, PEXKE, ME3aHTMAlIbHOI'0 MaTPUK-
Ca, CO3Aar0MEC XapaKTCPHYIO KAaPTUHY «U3bEACHHOCTU
MOJIBIO» I «OOBETLIAIOCTH).

IIpornoz NPS onpenensercss TedeHreM MOYEUHO-
ro npouecca. EqMHCTBEHHBI METO]l paAUKaJIbHOMN Te-
panuu — TpaHCIUIaHTALUs [I0YE€K B TEPMUHAIILHYIO
CTaJUI0 XPOHUYECKON MOYEUHON HEOCTaTOYHOCTH. B
TpancruianTare uaMeHenus ['bM e pazuatorcs [10].
[TockonbKy B OCHOBE MOBPEXKIEHUS MOYEK JIEKUT Ha-
pylleHre CUHTE3a KoJulareHa, akTUBHAash UMMYHOCYII-
pEeCCUBHas Teparusi CYUTAETCs Helleieco00pa3Hon
[4,5,10]. IlocnenHee mojoXeHHE HE MOATBEPIKIAETCS
MIPUBEJICHHBIM HaOMrOZIeHHueM 3a peberkoMm ¢ NPS rop-
MOHOYYBCTBHUTEJILHBIM HE(PPOTHUSCKUM CHHIIPOMOM.

bosbHo# E., 7 net, mocTynui Ha He(ppPOIOrHIecKoe OT-
nenenue JII'b Ne 1 ¢ kmuaukol yuctoro u nojaHoro HC, koto-
pasi BKJto4aja aHacapky, mpoTeuHypuio — 22,8 r/cyT,
runonporenHeMuto — 38,0 1/71, runoansoymunemuto — 10,3
/1, runepiunuaemuto (B-munonporenasr 160 ex., xoiecte-
pun — 13,8 mmone/n). HC nporekan ¢ onurypueit (anypes <
300 mir/cyT), 6e3 MOBBIMIEHHs apTepuansHoro nasienus (100/
60 MM pT. CT.), reMaTypuH U MOYEYHOM HEIOCTATOUHOCTH.

IIpu ocMoTpe y pebeHka ObUTH OOHAPY KEHBI: JHCILIA-
3151 HOTTeH OONBIIMX M yKa3aTeJbHBIX MalbleB PyK (B Buae
UX YKOPOUCHHsS, UCTOHUCHHS W PUQICHNUs), TUIOMIA3US U
narepajbHOe CMEIleHHEe JIEBOTr0 HAJKOJIECHHHKA C BBHIBUXOM
COOTBETCTBYIOIIETO KOJICHHOTO CyCTaBa, CrubarelibHas KOH-
TpaKkTypa JIeBOTO KOJIEHHOTO cycTaBa, kauHoxaktumus 11
najpla MpaBod CTOMBI, MIOCKOBAJIbIyCHas aehopMmanus
CTOII, KOMIIEHCATOPHBIH CKOJIHMO3, runepsiopao3 (puc. 1). B
TO K€ BpeMsl y MalMeHTa He OTMEeYaloCh OTpaHHYCHHN B
o0beMe IBIKEHUsI JIOKTEBBIX CYCTaBOB.

[lo naHHBIM ceMeiHOrO aHamHe3a 1oj00Has aHOMaJIHs
OONBIINX M yKa3aTeNbHBIX MaJbLEB PYK MPOCIEKHUBAETCS Y 6
YJICHOB CeMbU 000€ro mojia B 5 mokoieHusx noxapsia. Kpome
TOro, y MaTepu MalueHTa, HapsAly ¢ AMCIIa3ueld HOTTew,
MMeeTCs TUMOIUIa3Usl JIeBOrO HAJKOJCHHUKA C BBHIBUXOM B
KOJICHHOM CYyCTaBe, THIEPTENIOPU3M TJIa3 M AIHKAHT.

VYuuteiBas Hanmuuue noiHoro yucroro HC, manueHty
ObLT Ha3HAYCH TMPETHU30JIOH B J103¢ 2,0 MI/Kr/244, 4T0 NpuBe-
JI0 K CHIDKEHHUIO IpoTenHypuu 1o yposHs 0,25 r/cyt x 8-my
JTHIO JIeYeHHsI. DTOT ypOBEHb MPOTEUHYPUH HAOIIOAACs U
nanee. B Teuenne 3-x mec. peOCHOK MOTyYanr TOPMOHOTEpa-
MU0, KOTOpasi Oblla MpepBaHa POAUTENsIMUA 0e3 KOHTPOJsS
YPOBHSI IPOTEHHYPHUH.

YacTuuHas KIMHHUKO-1a00paTopHas peMHCCHs COXpaHs-
Jach B TedeHue 5 Mec. 3aTeM BO3HUK PELUINB, KOTOPBIHA TaK-
xe npotekan ¢ nojueiM HC: anacapka, npotennypus — 4,4 r/
CyT, TUTonpoTenHemust — 45 r/n, runoansoymunemus: — 20,2
r/n, runepaunuaemus (B-nunonporeunst — 106 en, xonecre-
puH — 10,3 Mmonw/n), onurypueit (nuype3<300 mii/cyT), HOp-
MaJbHBIM apTepHalbHBIM JaBleHHEeM U 0e3 reMaTypuu.
Tepanus peluanBa NPESAHU30JIOHOM B J103€ 2 MI/Kr/244 nipu-
BeJla K CHIDKEeHHUIO npoTenHypuu 10 0,21 r/cyT k 15-my nHIO
nedyenus. B panpHelleM MalyeHT Mojydaid rOpMOHATbHYIO

Puc. 1. BonbHoM E. nnonnasunsa n natepanbHoe CMEeLLeHVe ne-
BOIr0 HafKOJIEHHNKA C BbIBUXOM COOTBETCTBYIOLLLEO KONEHHOIO
cycTaBa, NniockoBasnbrycHasa gedopmarmsa CTorn, KoMneHcaTop-
HbII CKOSINO3, rMNepnopaos.

Puc. 2. DnekTpoHOrpamMMbl COCYAUCTLIX NneTesnb knyboyka: 1 —
6as3anbHas membpaHa; 2 — NoAOLUT.

TEparuio HEeMPEPhIBHO B TEUSHUE 7-MU MeC. C MOCTEIICHHBIM
cHIKeHneM 1103b1 10 0,4 Mr/kr/244 B allbTEpHUPYIOLLEM pe-
JKUMe. AHaJM3bl MOYHM B 9TO BPEMsl COZIEPIKalU Clebl OelKka.

Ocrtpas pecnuparopHasi BUpycHas nH(ekuns Ha (oHe
nprieMa MpeJHU30JI0Ha TipHBena Ko 2-My peruanBy HC, xoto-
pBIi TakKe MpoTeKas B BHJE MOJHON W YKCTOH (OPMBI: Mpo-
TeuHYypHus — 2,2 r/cyT, rumomporemHemus — 48 r/m,
runoajsboymunemus — 24,6 r/n, runepaunuaemus (b-nunorn-
potennsl —148 en, xonecrepun — 10,3 mmons/n). J{o3a npeaHu-
30Ji0Ha Obuia nosbieHa 10 1,6 mr/kr/244. K 17-my aHio
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JledeHust poTerHypus cHm3mnack 1o 0,31 r/cyt. Bo Bpems 2-
rO peluarBa Uil YTOYHEHHs! XapaKTepa MOpaKeHHs TMOoYeK B
cTpykrype cunapoma NPS pebGenky Oblia mpoBeaeHa Ouo-
TICUSI TIOYKH CO CBETOBBIM, HMMYHO(IIOOPECLIEHTHBIM H JJIeK-
TPOHHOMHKPOCKOITMYECKIM HCCIIETOBAHHUIMH.

CBeToBasi MUKPOCKOIHUSI — B OOJIBIIMHCTBE KJIyOOUKOB
OblTa BBISBJICHA HE3HAYMTEIbHAS WM YMEpPCHHAs KJICTOU-
HOCTh 3a cyeT nmponudepalud Me3aHTHalbHBIX KJIETOK, 0e3
YBEJINYCHUS] ME3aHTHAIEHOTO MaTpUKCa, B HE)POTESIHU Ka-
HaJIbLIEB — SIBIEHHS 3€PHHUCTON M BaKyOJbHOH TUCTPOGHH.
WHTepcTHINaNbHEIE HHOHUIBTPATH, HHTCPCTUIIHAIBHBIN U
[IIOMEPYJISIPHBIA CKIEPO3 HE OMpPEASISIIHCE.

[To naHHBIM UMMYHO(DIIOOpECLEHIUHN OTI0KeHU IgA,
IgG, IgM He BoIsSIBACHO.

MeTomoM 37IeKTPOHHOW MHUKPOCKONHH 00ciieJoBaH
onnH Kiybouek (puc. 2). [BM He M3MeHeHa, 3JIEKTPOHHO-
IUIOTHBIC JICTIO3UTH HE ONPEeNsUINCh. BEIABICHO oyaroBoe
CIIUSIHUSL HOJKEK TOJOLUTOB, a TaKXKe PEAKHe MHUKPOJIHUINA-
HBIe Jerno3uThl B lamina densa. OTMedanach MUKPOBOPCHH-
yaras TpaHCQOpMaIUs MOAOIMTOB. XapakTepHbix s NPS
MUKPO(GUOPUMSPHBIX OTIOXKEHUH B Me3aHruu U B I'BM He
BBISIBIIIETCS, HEe HaizeHo moBpexzaeHuii ' bBM c¢ uepenosa-
HHEM IUIOTHBIX U Pa3psHKEHHBIX ydacTkoB. Ilo pesynpraram
naToMop(OIOrHYECKOro MCCIEIOBAHUS CHENAaHO 3aKIIove-
HHE O HAJIMYHMHU y peOeHKa roMepyloHe(prTa ¢ MHHUMAIb-
HBIMU HU3MEHEHUSIMH.

HacneacrBeHHsblil Xapakrep KOCTHO-HOTTEBOM Ma-
TOJIOTUHU, XapaKTep HacnenoBaHusl (IIPOsBICHUE €€ B
Ka)KJIOM MOKOJIEHHH Y JIUI] 000€ro 1ojia) U coueTaHue
C MOpaXEHUEM I0YEK, MOATBEPIKIACHHBIM KIIMHUKO-
71a00paTOPHBIMU METOAAMHU U MOP(OIIOTHYECKUM HC-
clieJJoBaHMEM OuomnTata TOYKH, MO3BOJHIU
TPaKTOBaTh KIIMHUYECKYIO KApTHUHY 3a00JIeBaHUS KaK
BpoxkneHublt NPS, a HC paccmaTpuBath Kak mposiB-
JICHUE TTIOMEPYJIOHe(PpUTa C MUHUMATbHBIMH U3MEHE-
HUSIMHU, KOTOPBIA UMEET PEUUIUBUPYIOIIEE TEUEHUE
0e3 HapyeHus! PYHKIUH TOYEK.

OcoOEHHOCTBIO Cllydasl SIBISETCS HAJTUYUE IJI0-
MepyJioHe(ppuTa ¢ MUHUMAJIbHBIMU U3MEHEHUSIMHU C
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TOPMOHOUYYBCTBUTEIbHBIM HEPPOTHUYECKUM CHUHJPO-
MoM y pebenka ¢ BpoxkaeHHbIM NPS. B 1o xe Bpemst
COXpaHEHHe He3HAUNTEIbHOI MPOTEMHYPUH HE MTO3BO-
JSIeT WCKIIIOYUTh TeYEHHE ITOT0 BapHaHTa IIoMepy-
noHedputa B crpykrype NPS.
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