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NnOo4YeK.

IIpeacTaBaeHO KIMHHYECKOE HAGTIOAEHE CHHIPpOoMa CarTHKepa IMPHU TAKEIOM TeICHHH BTOPUIHOTO THIIep-
apaTHPEO3a y NAIHEHTA C BPOKICHHON AHOMAIHNEH MOYEBBIBOIANIHNX ITyT€H, IIPUBEJIIECH K TEPMHUHAIbHOH
OYEYHOM HETOCTATOYHOCTH H IIPOBEAEHHIO 3AMECTHTEIbHOM TEPAIHH I€MOTHATH3OM HA IIPOTAKEHHH 6 JIeT.

A clinical case is described: a Sagliker syndrome patient with a severe secondary hyperparathyroidism and con-
genital anomalies of the urinary tracts which led to the end stage renal disease and subsequent hemodialysis therapy

for 6 year follow-up.
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F'unepnaparupeos (ITIT) asnaerca naudonee pac-
IPOCTPAHEHHBIM U CEPBE3HBIM BAPUAHTOM TCYCHUSA
MHHEPAJIbHO-KOCTHBIX HAPYIIEHUI, TECHO CBA3AHHBIX
€ XpoHUYeCKOM 60ne3Hbio nouek (XBIT). Ero pazsurue
HAYMHAETCA HA paHHUX CcTaauax XBI1 u 00ycioBlIeHo
3a[EPIKKOU B OPrdHU3ME HEOPTaHUUECKOro (pocdara,
TUIOKAJIBLIMEMHUEH, HAPYIIEHUEM META00IN3MA BUTAMHU-
Ha D (KaJIbLUTPHUOIIA) X QaHOMAIbHBIM KaJIbLIAEMUYECKUM
OTBETOM KOCTH Ha JJCUCTBUE IIAPATUPEONTHOTO TOPMOHA
(ITTT) [15]. Ilpu I'TIT nopaxKaroTcs MPakTHYeCKU BCE Opra-
HBI Y1 CHCTEMBI OPI'AHOB, HO B OOJIBIIEH CTEIEHU CTPAJAIOT
KOCTHU. BEIPDAKEHHBIE KOCTHBIC Y CKEICTHBIC HAPYILICHS,
Hab6moaaemple npu XBIT 5-11 cTaany, 6bUIi OJPOOHO OIH-
CaHbI B CIIELUAIBHON JIUTEPATYPE HECKOJIBKO e CATUICTHN
Hasaz. Ho ecrecrBenHoe Teyenue XbII u ee KIMHUYECKIE
IIPOSABJICHUS, B TOM YMCJIE M KOCTHBIE, ITO/[BEPITIACH CYIIEC-
TBEHHBIM U3MEHEHUAM I1I0CJIE IMUPOKOI'O BHEPEHNA B KIIU-
HIYECKYIO IIPAKTUKY METOZIOB 3aMECTUTEIHOM II0YEYHOM
TEPANNU — JUATU3d U TPAHCIUIAHTALUY IIOYKH.

B 2000 r. mpopeccop MEULIMHCKOI'O (PAKYILTETA YHU-
BEPCUTETA U PYKOBOJUTEb KIIMHUKU HE(PPOJIOTUU APTEPHU-
IbHOY runeproHuu BI. Anane (Typrws) SAxbs Carnukep co
CBOHUMU COTPYJHUKAMHU OOPATHII BHUMAHUE Ha JIBYX 11a-
JIN3HBIX TALUEHTOB C TSUKEIBIM TeueHrueM [TIT, umeronux
BBIPAKECHHYIO I€(POPMALUIO YEPEIA, BEPXHEI U HIDKHEN
YEJIIOCTEN, AHOMAIHIO 3yOOB M MATKOTKAHBIE OIIyXOJIe-
BU/IHBIC PA3PACTAHUA B POTOBOM IIOJIOCTH, YTO IPUBETIO K
006€300pKMBAHUIO UX JIMLA. B IIOC/IEAYIONIE HECKOIBKO
et S1. Carnukep U €ro KOJUIETH IIPUBJIECKINA K COTPY/AHU-

YEeCTBY MHOI'ME JUAJIM3HBIC IeHTPbl Typrun u B 2004 rogy
ONMCAIH YK€ 25 TUATTU3HBIX [TAITUEHTOB C BTOPUYHBIM [ TIT
1 «CHENU(PUIECKUMI», TIO UX MHEHUIO, HAPYIIECHUAMU,
KOTOpPBIE OHU O0O3HAYMWIN KaK CUHpoM Carnukepa [13)].
Crrycrs ene 4 rofia o pe3yJIbTaTaM MEKIyHAPOAHOI'O UC-
CJIEZIOBAHUS C BOBJICUECHUEM 11EJI0TO Psijia CTPpaH — Typriny,
Wnmun, Pymbiany, Erunra, Manaiisum, Tyauca, Knras, Tan-
BaHA, Mexkcnkn, Aipkupa, [onbsimm, Poccnn n Mipana — 6pumm
omucanst 40, a B 2012 rojry yike 60 THATU3HBIX TATTHCHTOB,
HMMEIOIMNX BCE POABIEHUA CUHgpoMa Carnmukepa [12, 17].
B nurepartype BCTPEYINCh M BCTPEUYAIOTCS OT/ICbHBIC
CIOPATMYECKUE OMTUCAHUS TOXOKUX MAIMEHTOB, HO CAMOE
OOJIBIIIOE HA CETOJHSIIHUN JIeHb HAOIIOICHUE TAKOM ITATO-
JIorUM IpuHAIEKUT 5. CarnuKepy 1 ero KoMmazie [3, 4, 6,
9]. ITo MHEHMIO aBTOPA CUHAPOMA, OKOJIO 0,5% NariueHTOB
¢ XBII, ocnoxuusmmecs [TIT, UMEIOT €ro MposiBICHMUSL.
TirarenbHbIA aHAIN3 UCTOPUHU 3200IEBAHUS 1 CEMEH-
HOI'O aHAMHE3A, 4 TAKKE LEICHAIIPABICHHO IPOBEACHHOE
06CIeI0BaHNE (HEBPOJIOIMUYECKOE, IICUXUYECKOE, CTOMA-
TOJIOTMYECKOE U JP.) TALUEHTOB IO3BONIIH 5. CarymmKepy
0603HAYNTb CIIE/TYIONINE KPUTEPUH CHHIpoMa [5,8, 10, 16]:
1) wammume XBII 5-11 crainy (JUaIn3), Te4eHUeE KOTOPOI
OCJIOKHWIOCH pasButueM BropudHoro [TIT;
2) HeOOMBIION POCT;
3) HM3MEHEHUs KOCTEN MO3IOBOI'O YepeNa C UIBMEHEHNEM
€ro (POPMBI (KPYIVIAs, JJUIMITHYECKAA);
4) M3MEHEHUs KOCTEN JIMIIEBOTO Yepena (MIPEeuMyIeC-
TBEHHO BEPXHEYETIOCTHAS IMIIEPTPOPUS) C IPYOBIM
HUCKAKECHUEM YePT JIUIA;
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5) CTOMATOJIOIMYECKUE AHOMAINU (HAPYIIEHUE PACIIO-
JIOKEHUS 3YOOB);

6) MAIKHE ONYXOJIEBUIHBIE PA3PACTAHUS B POTOBOH 110-
JIOCTH (JOOPOKAYECTBEHHAS TUIIEPILIA3HS CIM3UCTOM
0060JI0UKN);

7) M3MEHEHUA KOHYMKOB MAIBLEB KUCTEN U IPYTUX OT-
J€JIOB CKeJIeTa (JIOIATKH, KOJICHHU);

8) HapyleHue CIyxa,

9) HEBPOJIOIUYECKUE PACCTPONCTBA;

10) ncuxonorundeckue npooaeMbL.

[Ipr 3TOM BO3MOXHA BAPUAGEIBHOCTD U PA3IUYHASA
BBIPAKEHHOCTD IIPU3HAKOB, COOTBETCTBEHHO U PA3TUYHAS
CTEIIEHD TLKECTU CUHAPOMA Carukepa.

Jnst 0603HAYEHUSA TONBKO MOPAKEHUS JIULEBOTO
yepena, MIPOTEKAIEro ¢ 06€300PAKUBAHNUEM JIULA,
HCIIOJIb3YIOT COOPHOE MOHATHE — JICOHTHA3 KOCTHBIN.
HasBanue KOCTHOIO JIEOHTHA3a OCHOBAHO Ha AHAJIOIMU
C «IbBUHBIM JIULIOM» IIPU JIETIPE, XOTS IIPU KOCTHOM JIE-
OHTHA3€ MATOJIOINYECKUE U3MEHEHUS PA3BUBAIOTCS HE B
MATKUX TKAHAX JIMLQ, 4 B BEPXHEN U HIDKHEN YENIOCTAX,
CKYJIOBBIX, HOCOBBIX U IPYTUIX KOCTSIX M HOCAT XAPAKTEP
OAHOCTOPOHHHUX WM CUMMETPUYHBIX I'MIIEPOCTO30B.
B OCHOBE KOCTHOT'O JIEOHTHA32 YAlIIE JIEKUT (PUOPO3HAS
JUCIUIA3UA, PEXE HEKOTOPbIe ocTeopucTpodun (Tlemxera,
TUNIEPIAPATUPEONHAA). KIMHUUECKUMU IPOABICHUAMU
KOCTHOT'O JIEOHTHA32 IIOMUMO 00€300PaKUBAHUA JIULIA
MOTYT OBITb 3AJIOKEHHOCTb HOCOBBIX XO/IOB, HEBPAJII'HS,
CHUHYCHUTBI, CYJOPOXHBIN CHHAPOM U Ap. Bepudpuranys
JAMArHO32 KOCTHOI'O JIECOHTHA3a OCYIIECTBIIACTCA ITIOCPEIC-
TBOM PEHTTEHOJIOTNYECKOTO NCCIEA0BanMA (1, 3, 4].

B oredecTBEHHON TUTEPATYPE PEAKAN CIIyUal YDEMU-
YECKOI'O KOCTHOI'O JIEOHTHA3A Y AUAIU3ZHOIO MALUEHTA
6€3 aHIN32 (PyHKIUH OKOJIOIIATOBUIHBIX JKEJIE3, HEBPO-
JIOTUYECKOI'O M NMCUXOJOTNYECKOI'O CTATYCOB OIMCAH B
2011 rogy COTPYSHUKAMH PEHTIEHOJIOTMYECKOIO OTAENA
KeMepoBCKOH 061aCTHON KIMHUYECKON OOJbHULEL [1].
OJHO U3 NEPBBIX HAMX HAOMIOLCHNH, HATOMUHAIOIUX
cuHapoM Carmkepa, OTHOCUTCA K KOHITY 90-X TO/I0B ITPO-
[IUIOT'O CTOJIETHA. Y MOJIOZOM MAIUEHTKA 20 JIeT C BPOXK-
JICHHOH dHOMAJIMEV MOYEBBIBOAIIMNX ITyTEN Yepes3 3 To/1a
3AMECTUTEILHOM NTOYEYHON TEPAIMM IIEPUTOHEAIBHBIM
JuanmzoMm copmuposacs Tsorensiit ITIT ¢ pacripoctpa-
HEHHBIM IOPAKEHUEM KOCTEN CKesleTa (BbIPAKEHHBIN
AKPOCTEOIIN3), B TOM YUCJIE U JIMLIEBOTO Yepera (KOCTHBIN
JIECOHTHA3?), 1 KOCTHBIMU IIE€pesioMamu. Ilocie ycnemno
BBIITOJIHEHHON TapatupeonakroMnn (I1TO) mporpeccu-
pOBAHHME KOCTHOM IATOJOTMHU NIPEKPATUIOCH, HO M3ME-
HEHHBIE YEPTHI JIULA COXPAHUIUCH (puc. 1). [TanuenTka
JO HACTOSAILETO JHA IIPOAOJDKACT AUAIUZHYIO TEPAIHIO (B
NIPOrpaMMe reMOINAIN3A).

[Tponcxoxgenue cuuapoMa Carymmkepa OCTAETCA ITIOKA
HeACHBIM. CKOPEE BCETO, OH ABJIACTCA UCKIIOUUTEIBHO
MIPOSIBJIEHUEM TSKEJIOTO, JUINTEIBHO IPOTEKAIOWETO U
HEA/IEKBATHO JIEYEHHOTO TT0YeyHOr0 I'TIT, XOTS BHICKA3bI-
BACTCA MIPEATIONOKEHHUE U O CAMOCTOATEIBHOCTH JIAHHOT'O
BAPUAHTA KOCTHOM IIATOJIOI'MH, COYETAIOMIUI B CEOE CUMII-
TOMBI BTOpUYHOIO ITIT 1 (pruOpO3HON OCTEOAUCIIIA3ZUMN.
KIMHUIUCTEL JOCTATOYHO YACTO CTAIKUBAIOTCA C OYCHD
TSDKENIBIM TeueHueM rnodyeyHoro ITIT u peako — ¢ cunp-
pomoM Carnukepa. [IpuMeydarenpHo, 9To Bee Tpy Habio-
JeHust BTOpUyHOTO [TIT ¢ TspKemou KOCTHOM MATOJIOTHEH,
HUMEIOLECH MPEUMYILECTBEHHYIO JIOKATU3ALIUIO B IMLIEBOM
yeperie (YKa3aHHBIE BBIIIIE U ITPEJCTABIAEMOE B HACTOALIEH
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CTATbE), PA3BWINCH Y ITALIUEHTOB B MOJIOJOM BO3PACTE C
BPOJK/IEHHOI aHOMAJIMEIH MOYEBBIBOJANIUX IyTeit. OOpa-
I[A€T BHUMAHHUE, YTO U CPEIH 60 MAITUEHTOB, BKIIOYEHHBIX
B MEKIYHAPOAHOE UCCACJOBAHUE, TAKKE NIPEOOIAAIN
JIOZIU MOJIOJOTO BO3pacTa [12, 17]. VKasaHHbI (hakT — Co-
yeTaHue CMHAPOoMa Carimkepa ¢ BpOKAEHHON AHOMAIUEN
MOUEBBIBOJALINI ITyTEH, 4 TAKKE APYTUE (PAKTHL, KAK TO:
Ppa3BUTHE HOAYIAPHOU IUnepIuia3ny He Bo Bcex OLDK u
HE y BceX O0JbHBIX € XBIT, IPUBOIUT K JIOTHYECKOMY IIPE]-
ITOJIO}KEHUIO O TeHETHYECKHUX MexaHua3max ['TIT B esiom u
cunapoMe CariiMKepa B YaCTHOCTH [2, 7, 14].

B TO e BpeMa B HEJJABHO 3ABEPIIUBIIEMCI MEXY-
HAPOJHOM LUTOICHETUYECKOM HCCICJOBAHUY KAKHX-
60 XPOMOCOMHBIX aHOMATUI U U3MEHEHUU B TEHE,
KOJUPYIOLIEM KaJIbLUNA-YYBCTBUTEIbHBIE PELEIITOPHL,
PACIIONIOKEHHBIE HA IIOBEPXHOCTH IAPATUPEOLUTOB, HE
YCTAHOBJIEHO; TAKKE ObUIM UCKIIOYEHBI TOPMOHAILHBIE
OUOXMMUYECKUE IPUYKHLI cuHapoma [17]. Y 40% nauuen-
TOB OOHAPYKUBAINCH MyTalliy rTeHa GNAS1 B 3Kk30HaX 1,4,
10,4, OTBETCTBEHHDBIX 34 PA3BUTUE XOHJPOJUCIUIA3UN. Bce
YKA3aHHBIE MyTaLK ObUIM MUCCEHC-MYTALUAMU, Y9aCTHE
KOTOPBIX B ITATOreHe3e cuHapoma Carjmkepa BEPOATHO.
Mexay TeM M3MEHEHUA, ONUCHIBAEMBIC IIPH CUHPOME
Carnukepa, He ITOXOKU HY HA O/IUH U3 TUIIOB XOHZPOINCTI-
JIA3UK, [IO3TOMY Ha CETOHAIIHUI JCHb aBTOP CUHAPOMA 1
€I'0 KOJUIETY IIPOJOJIKAIOT PACCMATPUBATD 3TU HAPYILCHUS

Puc. 1. IlanuenTka JI. (1972 roga poxxaeHus): a — 10 Hadajaa
JICYEHHS MePUTOHCATHHBIM quaau3oM (1994 1.); 6 - uepes
3 rosia J1e4eHus NePUTOHEATbHBIM fuaau3oM (1998 r.)
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B paMKax TspKesnoro nodyedHoro I'TIT u npu3bBaioT Kak
MOXKHO PAHbIIE HAYMHATD dJJICKBATHOE JIEYEHUE JTAHHOI'O
ocnoxkueHus XbIT.

[TpUBOIUM KITMHUYECKOE HAOMIONCHNE PEAKOTO CITydast
cunH/ipoMa CaryiMKepa, pa3BUBIIETOCs Ha (DOHE TSLKEIOTO
Teyenusa sropuanoro ITIT, y nanuenTa ¢ BposkAEHHON
AHOMAJIMEN MOYEBBIBOAAIINX ITYTEN.

Maument [., 1986 r. p., cTpanoet BpOXAEHHON QHOMANMEN
MOYEBbIBOAALLMX NYTEN — B 3-NETHEM BO3PACTE AMATHOCTUPOBAHI
[1BYCTOPOHHMI My3bIPHO-MOYETOUHMKOBbIM PEGNIOKC M YPETEPOTHa-
poHedpo3, B 4-1eTHEM BO3PACTE NPOU3BEAEHA BYCTOPOHHSS ypeTe-
pokyTaHeocTomus. [epebie snuzopsl nosbiwenns ALLgo 130/85 mm
PT. CT. M KPEATUHUHA KPOBM 10 117 MKMOMb/N 30PErMCTPUPOBAHDI
8 1995 r., ycroiumnso nporpeccupytowas XbIM — ¢ 2003 r. Iucnaw-
CcepHoe HABMIOAEHME Y IETCKOTO YpOonord, Hehponora; NOBTOPHOE
CTAUMOHAPHOE NEYEHME B CBA3N C PELMAMBAMU UHPEKLMN MOYEBHI-
BOAALLMX MyTeR. AHTUAHEMMYECKOR TEPANMs NPenapaTami SPUTPO-
nosuta (SMO) He npoBOAMIACH, COCTORHME KANbLMIA-GOCHOPHOTO
obmera u koctHoro metabonuama (MM, wenouras pocdarasa —
LLLD) He nccnenosanocs.

YXyALIEHHE COCTOSIHUS — HOPACTAIOWAsA CNabOCTb, NOSBAEHME
OTEKOB HQ NULE U KOHEYHOCTAX, HE MOAACIOLLASCS KOPPEKLMU apTe-
PUANbHAs TMNEPTOHKA — oTMeueHO ¢ sumbl-secHsl 2006 1. B cepeante
WIOHSI TOCTIMTANMBMPOBAH B YPOSIOTUYECKOE OTAENEHWE MO MECTy
xutensctea. [pu 06cnegosannmu ycraHosneHo cneayowee. B no-
SACHUYHOM O6J'IOCT|/1 ABYCTOPOHHKE MO4YeBble CBULLM, HEAAEKBATHO
byHKuroHupyiowme HebpocTomsl. MNpu ductynorpaduu sarteka-

Pe3y/IpTaThI 1a00PATOPHOTO 00CIeAOBAHIA ManenTa [I.

O.H. Berumnnmkosa, CA. Kynnbaba, J1.b. denncosa, A.b. 3ynskapraes, KA. Matiokos

HWE KOHTPACTHOrO BELLEeCTBA B NOAKOXHYIO KNEeTHATKY. MO‘-{eBMHO
kpoeu 27 mmonb/n, kpeatnHuH kpoer 900 mMkMonb/n, kanuit KpoBH
6,0 mmons/n; Hb 84 r/n, 06uwmit 6enok 66 r/n, 8 moue, COBPAHHO
nyTem CBOBOAHOTO MOYENCNyCKaHMs, Buicesancs Proteus mirabilis
106 KOE/mn. Mposoanmas MHdY3MOHHAA M CUMMITOMATUYECKAS
Tepanus 6e3 sbdekra.

B casasun ¢ passutrem XBIM 5-1 cramm (pCKD = 6,0 mn/muH) u
HEOBXOAMMOCTBIO MPOBEAEHNA 30MECTUTENLHOM NOYEYHON TEPANMM
naupent 13.07.2006 1. nepeseseH B OTaENEHWE FEMOANANM3A U NEpe-
capkut noukn MOHWKM vm. M.®. Bragummpckoro. Mpu noctynnermu
COCTOSHME TSIXENOE; 3ATOPMOXEH, BSATI, C TPYAOM OTBEYAET HA BOMPO-
cbl. [MonuxeHHoe nuTanue. brieaHsie koxHbie nokpossl. [lactosHocTs
ronenei cron. [eixaHue Be3ukynapHOe, POBHOMEPHO MPOBOAUTCA
BO BCe OTAentl. ToHbl cepaua acHbie, putm npasunbHbin. YHCC 88 8
1 mun, AL 140/90 mm pr. cr. Kusot markuit, 6e360ne3HeHHbIM npy
nansnaumu 8o Bcex otaenax. [Meders y kpas pebepHoi ayru. Moukw
He nanbnupytoTca. B noscHmyHomn obnactu Hedbpoctoms. [nypes no
1 n/cyT. B cBA3M C HONMMUMEM YPEMUM NALMEHTY NOCIE UMIIAHTALMM
COCYAMCTOrO KaTeTepd & noakounuHyio ey ¢ 14.07.2006 r. cpouro
HauaTo neyerme remoanansom. ChopMMpoBaHO APTEPUOBEHO3HAS
ducryna, nporpamma [ 12-14 y/men.

Yepes MecsiL, nocne HaYANA AMANHU3HOM TEPANUM 3aGUKCUPOBAH
cynopoxHbiit npuctyn ¢ nossiwennem AL go 195/100 mm pr. cT.,
KYMMPOBQOHHbI BBEAEHUEM PENAHMYMA, CEPHOKUCIION MArHE3UH W
neHTamuHa. Mpu NnoapobHOM PACCNPOCE NALMEHTA YCTAHOBIEHO,
4TO PaHEEe OTMEYANUC HECTIPOBOLMPOBAHHBIE SMM304bl BHE3AMHOTO
BBIKTIOYEHMS CO3HAHMS, COMPOBOXAAIOLLMECA TOHUKO-KNOHUYECKMMM
cynoporamu. [potusocynopoxHyio Tepanuio He nposogun. Oc-
MOTPEH HEBPOIOTOM: O4ArOBOW CUMMTO-
MOTHUKU, YYBCTBUTENbHbBIX M ABUTATENbHbLIX
POCCTPOWCTB HE BBISBNEHO; PEKOMEHTO-

Tabruya 1

BOHQ KomnbioTepHas Tomorpadms (KT) ro-

IToxazarenb KpoBH 2006 rogy nosHoro moara. [pu KT ronosHoro mosra
14 mons | 27 mons | 26 asrycra | 26 cenrsiops | 13 gexaops | AAHHbIX 30 BHYTPAYEPENHOE o6pazosa-
HWE HE MONYYEHO; PEHTIEHONOIMYECKas
MO4eBHHA, MMOJIB/11 434 20,1 16,5 17,6 259 KQPTMHA MPEUMYLLLECTBEHHO HAPYXHOM
e —— 132 0.89 072 093 091 ruapouedanu. 3aknio4eHre HeBponora:
CUMNTOMATMYECKAR MAPUMAIbHAS 3Mu-
Kawit, Mmostnb /it 5,8 5,7 5,6 45 49 NEencus C BTOPUUHO-TEHEPANM30BAHHBIMM
Kasprinit (MOHM3.), MMOJIb /T 0,6 0,86 0,88 0,73 - CYROPOXHBIMA PACTYAMM.
Mocne Beenenns B nporpammy 1
Kasbiyurt (OGIIHIT), MMOJTh /I - L4 L5 L5 23 (12-14 4/wen.) v crabunmsoumm cocros-
Docop, MOTb/ T _ 33 3.0 3.0 33 HWSA NAUMEHT ]?.10.2006 r. nepeseneH B
OMBYNATOPHBIM LUEHTP TEMOANANK3A ANA
OBmiuit 6EIIOK, /71 57 58 65 67 - nanbHelwero neveHns. B Hoabpe-gexa-
AMbGyMUH, /T 35 38 46 43 _ 6pe 2006 r. nepeHec OCTpbIN, C TPAHC-
bopmaLmeit B XpOHUYECKOE TeueHue,
AJIT, e/ (Hopma <41) - 23 19 17 490 BUpPYCHbIA renaTut B (rabn. 1).
ACT, C,E[./}'I (IIOpMa <37) 34 23 14 12 203 B nocnegyouime 5,5 roga nevyeHusa F,D,
COCTOSIHUE OTHOCHTENBHO CTABMNBLHOE:
HI®, e/ (nopma 30-117) 170 144 121 - B NPOBOAUNACE AHTUAHEMMYECKOS TEPANMS
BI/UH/IPY6I/HL MKMOJTE /T 7,0 4,0 7,0 _ _ npenapatamu 3|_|O, AHTUTUNEPTEH-
3MBHAA KOMOMHMPOBAHHAA Tepanus;
XONeCTEPHH, MMOJIL/J1 5,0 55 4.3 47 - 3NM30MBl CYAOPOr C NOTEPEN CO3HAHMA
TeMOIOBHH, T/iT 65 61 97 101 66 1-2 pasa & roa, 6es npotusocyno-
poxHoM Tepanuu. Pernctpuposanocs
ITTT, nr /st 1254 - - - 1114 nporpeccuposanue [MT u cToitkas
HBsAg oTpuIar. _ _ _ OOKIAT. runepdochatemms; aneTuyeckme Mepo-
- npUaTUs U Npuem GocdaT-CBA3bIBAIOLLErO
Anti-HCV nonoxur. | - - - MONOKHT. | npenapata (kap6oHaT kanbuus) 6e3
UDA-cudrmc OTpUILAT. — _ — OTpUIAT. sddekta; npenapatsl Butamuua D He
HA3HQYANKUCh W3-3a runepdochaTemmm
Antu-BHY-1, BUY-II OTPULIAT. - - - OTPHUIIAT. (T a6n 2)
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Tabaruya 2
Pe3yabTaThl Ta00PATOPHOTO 00CIETOBAHMS HaueHTa /.
TTokaszarenb KpoBu® 2007 r. 2008 r. 2009r. 2010r. 2011r. 2012r.

1-6 7-12 1-6 7-12 1-6 7-12 1-6 7-12 1-6 7-12 1-6

Mec. Mec. Mec. Mec. Mec. Mec. Mec. Mec. Mec. Mec. Mec.
MoyeBuHAa, MMOJIb/J 254 23,1 23,0 24,5 233 26,8 249 234 222 194 21,2
% CHVZKEHUS MOYEBHUHBI 77 78 75 78 77 74 75 80 79 83 78
KT/V urea, npouenypa 1,9 20 1,9 2,1 1,9 1,6 1,7 22 2,0 23 2,0
KpeaTrHuH, MMOJIb /7T 0,96 1,01 1,05 0,97 0,94 1,0 0,96 091 0,84 0,83 0,90
ITTT, /M 1362 1467 | 2010 1924 1952 | 2829 | 2819 | 3205 | 2586 | 3190 | 3543
Kanpumit (061muit), MMOJIb/JI 2,3 24 24 2,5 24 24 24 2,3 2,3 2,3 2,2
Dochop, MMOJIb/JT 2,9 3,0 34 3,3 3,1 3,1 2,7 2,5 2,1 1,9 2,2
Kasbiiumit x pocdop, mmons?/n? | 6,7 7,2 8,2 8,3 74 74 64 5,7 4,8 44 44
TeMOrI061H, I'/11 84 108 114 103 108 113 91 90 80 79 103
AnpOyMuH, /11 - - - - - - 44 40 38 37 36

IIpumenanue.” — ucnoIb306abL CHEOHUE SHAUCHUSA NOKASAMENCLL 34 YKASAHHbIL 11ePUOO.

B Hauane 2012 r. otmetun nosenerne 06pasosaHmil B 06nacTy
TBEPLOro Heba, YTO 3aCTABMNO NALMEHTA OBPATUTLCS K YEMIOCT-
HO-NULEBOMY XMPYPry no mecTy xutenscrsa, satem 8 MOHMKM
um. M.®. Bragummpckoro. Mpu ocmoTpe: KoHbUrypaums nmua ms-
MEHEHQ 30 CYET HOBOODBPA30BAHMI BEPXHEN M HUKHEN YenioCTel;
OTKPbIBAHWE pTa CBOBOAHOE, B NONHOM Obbeme; cusnctas 6e3
0COBEHHOCTEN; NepexoaHas CKAAKA HA 0BEemx YemoCTax NpPaKTH-
4ECKM OTCYTCTBYET, YMEHBLUEHO NPEAABEepHe NONOCTH PTA 34 cYeT
HOBOOBPA30BAHMIA, OTCYTCTBYET ECTECTBEHHbIN CBOA TBEPAOTO HEBA.
3aknioyeHne yenioctHo-Muesoro xupypra: «PubposHas aucnna-
3ua¢ «bypas» onyxonb yeniocten? PekoMeHsoBaHA KOHCYNbTaALMS
nedponora MOHMKW um. M.®. Bnagummpckoro». 3akmiodeHme
Hedponora: «XBIM 5-1 crammu (amanus). Bropuunsii [T taxenoro
teyerma. Cunapom Carmmkepa? MokasaHbl CpOYHAs rOCIMTANM3ALMS,
nononnutensHoe obcneposanme u M1y,

[auMeHT roCNUTANU3MPOBAH B OTAENEHWE TPAHCTNIAHTONOMMM
n amammza MOHUKM um. M.®. Broaummpckoro. MNpu paccnpoce
M OCMOTPE NALMEHTA YCTOHOBAEHO: YMEHbLIEHWE POCTA 30 NOCHE-
Huit rog Ha 10 cM, CHUXEHWE Cnyxa, HEBHSTHOS pedsb (am3apTpus),
pedopmaums TMuesoro yepena, ebopmauus rpyaHoro otaena
MO3BOHOYHMKA M TPYAHOM KAETKM MO TUMY «KYPUHAS rPyab.

Mo paHHbIM 3nekTposHuedanorpaduu: ymepeHHsie obLemos-
FOBLIE M3MEHEHWS B BULE HEPETYNAPHOCTH O-pUTMA, AedOPMaLLK,
LOMWUHVPOBAHWS MEMSIEHHON OKTUBHOCTM; YMEPEHHAS AUCOYHKLMA
CPEAMHHBIX CTPYKTYP CTBOMIOBOTO YPOBHS; HU3KUi TOPOT CYA0POXHOM
TOTOBHOCTM TONIOBHOTO MO3IAl.

Pesynstar onpoca no wkane Tpesorv beka 20 6annos (coot-
BETCTBYET COCTOAHMIO BBICOKOM TpeBork) u wkane aenpeccuu beka
20 6annoB (COOTBETCTBYET KIMHMYECKH 3HQUMMOM AENPECCHM).

3aknioyerme otopuHonapurronora: «Co cTopoHsl roptamHu 6e3
M3MEHEHMI; HOCOBbIE NEPErOPOAKM UCKPHUBIEHD B OBE CTOPOHbI».

[Mpu yneTpassykosom nccneposarum (Y3W) nepearen nosepx-
HOCTM LWen B NPOEKLMM NEBOW HUXKHEN OKONOLLMTOBUAHOW Xenessl
(OLLX) BM3yanuamposaHo rMnosxoreHHoe y3nosoe obpaszosaHme
pasmepamu 12x10 MM, B TPOEKLMM NPABOM HUKHEN — QHANOTUYHOE
obpasosarue pasmepamn 6x5 mm. BeinonHena TorkonronbHas ac-
NUpaUMoHHas Broncus 0bonx 06pasosaHmii. [pu umtonoryeckom
MCCNEAOBAHMM OBHAPYXEHBI TUNEPMIA3MPOBAHHLIE [MABHBIE KNETKM
OLLX, nmeiowwme BETBUCTYIO CTPYKTYPY M 3EPHUCTYIO LUTOMIA3MY
(cexpeTtopHbie rparynsi) (puc. 2).

Mpu mynstucnnpansHon KT wew: wutosuaHos xenesa 6e3
0COBEHHOCTEN; ONPEAEnaoTCs M30IMPOBAHHbIE OYaroBbie 06pa-

L

-

Puc. 2. Tunepniaa3usa INIAaBHBIX KIETOK (mapatuponuTos) OIIK manuenTa [I.: a - 1eBas HuxHAg OIIK;
6 - mpasas HrKHsA OIK. A3yp-303uH. x1000
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FOV304.0 mm

FOV304.0 mm
450

Prc. 3. KoMOpIOTepHbIE TOMOIPAMMSBI HIE€H, AKCHATBHBIE CPE3BI HA YPOBHE IIUTOBHIHOM KejIe3bl. O4aroBsie 00pa3oBaHUS
BJOJIb 33JHEH IOBEPXHOCTH HEU3MEHEHHOM IIIUTOBU/THOH >KeJIE3BI: 4 — BIOIb 3a/JHE-HHKHETO KOHTYPA JI€BOH 10IH
I TOBHTHOM 3KeJIe3bI (CTPEIKa); 0 — HEIMOCPECTBEHHO HHUKE HHKHET0 KOHTYPA MePenIeiKa IUTOBHIHOM KeJIe3bl,
IEHTPATHHO H GOJIBIIIE CIIPaBa (CTPEIKA); B — BAOIb 33JHET0 KOHTYPa BEPXHETO IOTI0CA JIEBOM TOIH IIHTOBUAHOM >KeJIe3Bbl,
mapas3odaraabHO (CTpeIKa)

006625 M/25Y
2

FOV 3780 mm
SW474mm
Z1

10cm

10cm

0 VE)
CAROTIDS 1

Puc. 4. KoMObIOTEpHBIE TOMOI'DAMMBI KOCTEH yepena: a — G)pOHTATFHAA IPOEKIHS 9Yepera Ha yPOBHE
IPHUJATOYHBIX I1a3yX M IIOJIOCTH HOCA; 0 — CATHTTAIBHASA IIPOEKIHA YepPera Ha yPOBHE IIPABOH BEPXHeE-UETIOCTHOH ITA3yXH;
B — 3D-pEKOHCTPYKIIHA Yepena

30BAHMA PASNUYHBIX XAPOKTEPUCTMK MAOTHOCTH: [BA MOHUKXEHHOM
MAOTHOCTU C JOCTATOYHO YETKUMU OYEPTAHMAMM C GPATMEHTAPHBIM
06bI3BECTBNEHWEM MO KOHTYPY, C1a60 MOBHIWAKOWME NNOTHOCTH
MoCre BHYTPMBEHHOTO KOHTPOCTHOMO YCUAEHMS, SIOKONU3YIOLNECS:
OfIHO, OKPYOM GOPMBI — BLOSb 3AAHE-HIXXHEMO KOHTYPA NEBOM 40U
LWMTOBMAHOM Xenessl, MameTpom 1o 9 mm (puc. 3, a), BTopoe — Hiuxe
HWKHETO KOHTYPA NEPeLLeiKa LUMTOBUAHOM XKeNesbl, LEHTPANBHO
Gonbue cnpasa, pasmepamun 18x13 mm (puc 3, 6). Ewe oaHo obpa-
30BAHME HU3KMX 3HAYEHMI MIOTHOCTU MPU HATUBHOM MCCIIEAOBAHMM
M UHTEHCMBHO NOBLILIAIOLLEE MAIOTHOCTL MOCIE BHYTPMBEHHOTO KOH-
TPACTHOTO YCUIEHHS, AMOMETPOM A0 7 MM, C YETKMMM OHEPTAHUSIMM
ONPELenseTcs BLOMb 30AHErO KOHTYPA BEPXHETO NOSIOCA N1EBOM A0
LWMTOBMAHON Xenessl, napaszodaransHo (puc. 3, 8). Baons saanero
KOHTYPQ YAIMHEHHOTO GPArMEHTA NPABOM AOMM LUMTOBMAHOM Xe-
nesbl ONPERenseTcs Menkuit TMMPATUYECKU y3en Pa3MepaM1 A0
5 Mm. B npoexumu cpenoctermns 1ononHuTensHex 06pa3oBaHHi He
0BHAPYXEHO; KPYMHbIE COCYAbI CPEROCTEHUS 1 BpaxuoLedanbHbie
CoCyabl PACNONArQIOTCS TUMIMYHO, OBLIYHOTO KANMOPA, NPOCBET MxX
romorerHbii. Opramsl rpyaHor knetku 6e3 0cobeHHOCTe.

[Mpu KT kocTeit yepena — auddy3Ho HEPABHOMEPHOE yTONLLE-
HUE 1 U3MEHEHWE CTPYKTYPbI KOCTEH YEPena 3a CYeT YepenoBaHms
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0YAroB PA3PSKEHUS U YMIOTHEHUS C GOPMUPOBAHUEM KAPTHHDI
«MPOMOPHOTO pucyHKa». OYepTaHus KOCTEN HEPOBHO YeTkue, C
MHOXECTBEHHBIMU KPOEBBIMU Y3YPALMAMM. 3AMBIKATENbHbIE MNAC-
TUHKU HO dOHE AndPY3HOTO MBMEHEHMA CTPYKTYPLI KOCTEH NuLe-
BOro ckeneta He npocnexusaiotcs. OTMEYaeTcs BHIPAXEHHOe
yBenuueHne obbema Tena 1 NPUNEXAaLLMX OTAEOB BETBEM HUXHEN
YETIOCTH, BEPXHEN YeMoCTH (TPEMMYLLECTBEHHO HA YPOBHE QflbBEO-
NSPHOrO OTPOCTKAY, TBEPAOrO HEGA MO THMY B3AYTHS U BBIDAKEHHBIM
M3MEHEHMEM CTPYKTYPbI KOCTEN, C GOPMMPOBAHMEM MPUUYLIUBBIX
W3BUIUCTbIX JIEHTOBUAHBIX YMIOTHEHUM U PA3PSKEHUE KOCTHOM
TkanM. OBGbem POTOBON W HOCOBOW NONOCTEN yMEHbLIEHD! (pHUC. 4).
B 6a3anbHbix OTAENAX BEPXHEYEMIOCTHOM NA3YXM MMEETCS KUCTA
pasmepom go 10 mm. Ha octansHOM NpoTSxeHnM OKONOHOCOBbIE
Na3yxu BO3ayLHbI. Beliectso Mo3ra Ha ypoBHAX CKOHMPOBAHMS 6e3
04QrOBbIX 1 0OGBEMHBIX OB PA30BAHMM; XENYA0YKOBAS CHCTEMA MO3IA
NPABUNLHOM GOPMBI, PAMEPOB M MONOXEHH:; 6A3aNbHbIE LMCTEp-
Hbl U HOPYXHbIE CyBAPAXHOMAAMbHEIE MPOCTPAHCTBA YMEPEHHO
paclmpeHsl. Takxe 0TMEUEHbI BLIPAXEHHbIE U3MEHEHMSI CTPYKTYPbI
KoCTel ckeneTa ¢ Anddy3HbIM CHUXEHUMEM NOKA3ATENEN NIOTHOCTH,
HOMMYMEM YHOCTKOB KUCTOBMAHOMN NEPECTPOMKM B FPYAMHE, TONOBKAX
nneYeBbiX KOCTEN.



Cunapom Carmukepa

3akniovenme. duddysHbie M3MEHEHUs CTPYKTYPbI KOCTEN CKene-
T (Bonee BHIPAXEHHLIE B HUXHEN U BEPXHEN YENIOCTSX, B TBEPAOM
Hebe) — nposBneHns GrOPO3HOMN ANCMNA3UME MNEPNAPATUPEOUAHON
ocreoancTpodun?, Mbo CoYETaHMS 3TUX ABYX NPOUeccos. MHO-
KECTBEHHBIE M30JIMPOBAHHLIE 0OPA30BAHMS HA LWEE: OJHO — BAOSb
HUXHErO KOHTYPO NEpeLLIenka WMTOBUOHOW Xenesbl, BTOPOe — Ha
BEPXHE-304HEN NOBEPXHOCTM NIEBOM JONM, TPETLE — HA 30AHE-HWXHEN
MOBEPXHOCTH JIEBOM AONM LUMTOBUAHOM XENE3bl; C Y4ETOM KIMHUKM,
sepoatHo, apeHombl OLLXK. KT panHbix 30 06bemHbI npouecc 1
0Y4AroBOE NOPAXEHWE FONOBHOMO MO3IA HE MONYYEHO.

Mpu peHTreHorpadmmn KMCTeNR: HAPyXHbIe KOHTYPbI GANAHT 1
MACTHBIX KOCTEN HEYETKME, NOAHALKOCTHUYHASA Pe30POUMs KOCTHOM
TkaHu. [1pu ABYXoHEPreTUYECKOM PEHTTEHOBCKOM 06COPOLMOMETPHM
PA3NMYHBIX OTAENOB CKENETA MUHEPQNbHAS MIOTHOCTb KOCTHOM TKA-
HM B Welike beapeHHoi koctn coctasuna —2,1 SD no Z-kputepuio
(BMD = 0,686 r/cm?), B acTanbHOM OTAeNe KOCTer npeannedss —
=1,2 SD no Z-putepuio (BMD = 0,511 r/cm?), B noscHmuuHom oTaene
nossoHounuka (L1-14) = =3,7 SD no Z-kpurepuio (BMD = 0,633 r/
cm?). Mpu 3xokaparorpadum kanbUMHO3 CepaeyHbIX KNANaHOB
MbILLILB! HE OBHAPYXEH.

19 wiona 2012 r. npu 0buiel aHeCTe3nn B YCIOBMSX MCKYCCT-
BEHHOM BEHTUNALMM NErKMX NOCIE HA30TPAXEAbHON MHTYOAUMH
nog KOHTPonem GMBPOBPOHXOCKONMM BLIMOHEHA TOTaNbHAS 113,
B 11140 QHOTOMMUYECKOM NOKANM3aLMM OBHAPYXEHbI 4 yBenuueH-
Hbix 8 pasmepax OLLX (Hanbonbuwias — nesas HxHss C AMaMETPOM
2 cm). Mpw ructonornueckom uccneaosarnm 8o scex OLLLK soissnera
anddy3Has TMNEePnIasHa IMABHbIX CBETIILIX M OHKOLUMTAPHBIX KIETOK.

PaHHUi nocneonepaunoHHbIi Nepuos yaoBNETBOPHUTENBHOMO
Te4YeHns, 63 OCNOXHEHWI: MbILUEYHbIE CYA0POTU HE PETUCTPUPO-
BANMCb, OTMEYEHO CHuxenne B kposw [TTT, kanbums M docdhopa
(tabn. 3). MposoaMnacs koppekuya rMNOKANbLAEMUN: BHYTPHBEHHBIE
MHPY3MU IMIOKOHATA KasbUMS, KAPOOHAT Kanbuua B go3e 7—8 r/cyT,
ansbakansupmon 1-1,5 mkr/cyt. Yepes 3 venenn nocne MNT3 naupert
nepesefieH B aMOYNATOPHBIN LIEHTP reMOANANM3A ANA NPOACIIKEHHS
AMQNM3HON Tepanmu C pekomeHaaumamu: 1) npuem kapboHaTa kasnb-
ums 1 ansdakansumuaona nog kontponem [MTT, kansums u dochopa
KpOBM; 2) MOBTOPHAS KOHCYNLTAUMA YENIOCTHO-MLEBOMO XMPYPra

MOHWKA yepes 2 mecaua.

Taxkum 06pa3om, manyeHT, crpasatomuii XbI1 ¢ paHHe-
I'0 JIETCTBA (JBYCTOPOHHUM Iy3bIPHO-MOYETOUHUKOBBIN
PEDIIIOKC U yPeTEPOruPOHEPPO3), IPU OTCYTCTBUN -
HAMUYECKOTO KOHTPOJISI ¥ KOPPEKITUU HAPYIIEHUI KAJIb-
-pochopHOTO 0O6MEHA M KOCTHOT'O METAO0IM3Ma Ha
JOJMAIM3HOM 3TATIE K HAYAITy 3aMECTUTEIbHOU TOYEYHON
TEpAnmu yxxe umen sokesnioe redenue [TIT. HeBo3MOXKHOCTD
IIPOBEJEHUSA aEKBATHOIO JICYCHUA JAHHOIO OCJIOXKHE-
HUA HA 3TANE JUAIUZHOM Tepanuu (OTCYTCTBUE HA TOT
MOMEHT BbI6OPA (POCPaT-CBAZBIBAIOMINX [IPENAPATOB U
LIMHAKAJIBIIETA) CIIOCOOCTBOBAIO JJAJIbHENIIEMY ITPOrpeC-
cuposanuio I'TIT u popMuposanuio cungpoma Carnukepa
C MHOKECTBEHHBIMU KOCTHBIMU HAPYIICHUSMU, HAUOOJIEE
BBIPA)KEHHBIMU B MO3IOBOM U JIUIIEBOM YEPETIE, MATKOTKA-
HBIMHA OOPA30BAHUAMU B POTOBOI MOJIOCTH, TPUBEAIINMA
K U3MEHEHUIO YEPT JINIIA, 4 TAKKE HEBPOJIOTUIECKUMU U
NICUXWYECKUMU paccTpoiicTBamu. [1TTD Harmemy narueHTy
IIPOBEJICHA B IO3JHKUE CPOKU. E€ BBIIOJIHEHUE B IIEPBbIHA 0]
JMATTM3HOU TEPATIMH HE TPUBEJIO ObI K TPOTPECCUPOBAHUIO
[TIT u pazsuTHIO CUHAPOMA CarUKepa.

OCO6EHHOCTH KIIMHUYECKOT'O HAOIOACHIS:
— OTCYTCTBHE JUHAMUYECKOTO KOHTPOJIS U KOPPEKIUN

HAPYIIEHUHN KaIbLU-(pOCcOpHOro 06MeHa 1 KOCT-

HOT'O META60IM3Ma HA IOJUATHU3HBIX CTaIUsIX XBIT;

Habnioaenua us npaktvu

Tabaruya 3
PC3YJII)T21TI)I J1a60paT0pHor0 06CJICHOB3HI/IH IIaImueHTa H.
nocie IITD
ITokaszarenb KpOBU Ho ITTD | TTocne ITTD
ITTT, ar/mi >2500 124
M ® (obmasn), ex/n (Hopma 30-117) 1162 1270
Kanb1uit (MOHU3UPOBAHHBIN), MMOJIb/JT 1,1 0,6
Kanpriuii (O6IHiT), MMOJIb/JT 2,1 1,2
docdop, MMOIIB /T 20 1,1
Kasnbiuiit x ¢pochop, Mmosns? /12 4,2 1,3
TeMOrIo6HH, T/ 90 96
Anp6ymMuH, /71 32 40
MoueBasi KHCJIOTA, MKMOJIb /JT 236 409

— HeazieksatHoe edeHye [TIT Ha aTare nporpaMmMHOro
IEMOJUAIIN3Y;

— 1o37Hee BoinojgHeHue [1TD;

— (popMupoBaHKE CUHAPOMA CAIVIMKEPA C MHOKECTBEH-
HBIMU KOCTHBIMH Je(POPMALMAMY, B TOM YHACJIE JINALIE-
BOI'0 4€pEId, MIO3BOHOYHUKA, PA3PACTAHUEM MATKO-
TKAHBIX OOPA30BAHUIT B POTOBOU IIOJIOCTH, PA3BUTHEM
HEBPOJIOTMYECKUX U IICUXOJIOIMYECKUX PACCTPOUCTB.

Aemopubi 3aA81410M 00 OMCYMCMEUN KOHPAUKINAG
unmepecos.
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