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Mpobnema 6onu B CNHHE
V OONbHBLIX OCTEONOPO3OM

H.B. Toponuosa, C.I'. AHUKMH
PIBY «<HUHP» PAMH, Mockea

Octeonopos (OI1) — xpoHUYECKOe Tporpeccupylolee 3a-
OoJsieBaHMe, HauboJiee 3HAUMMOE KIMHUYECKOe MPOsIBICHUE
KOTOPOTO — TIepesioM TP MUHUMAIBHOW HAaTpy3Ke WIN Jaxe
0e3 BUAMMOM TPUIMHBI (CIIOHTaHHBIN TiepesioM). B 1o ke Bpe-
Msl OmHUM M3 Hecneuududeckux cumntomoB OIl ocraercsa
00J1b B criiHe. OHa MOXeT ObITh XpOHUUYECKOH (HamboJiee yac-
TBII BApHUaHT 00JIM B CIIMHE) U pexe — ocTpoid. Tena mo3BOHKOB
CITOCOOHBI TIOCTENEHHO HAaKATUIMBATh MUKPOIIEPEJIOMBI B BUIIE
TaK Ha3bIBA€MBIX MTOJI3YIMX AehopMalnii. DTO CBSI3AHO C IIEHT-
paJbHBIM (aKCHaAJbHBIM) pPaCIOJIOXEHUEM TO3BOHOYHOTO
cT0s10a, OCOOEHHOCTSIMM KOCTHOM CTPYKTYPhI T€J MO3BOHKOB,
TOCTOSIHHOM M pa3HOOOpa3Hoil Mo xapakTepy QyHKIIMOHAIb-
HOIf Harpy3koil Ha MO3BOHOYHMK. [Ipy 3TOM Tesa MO3BOHKOB
TOIBEPTaloTCs XapakKTepHBIM nedopManusiM, 00beM KOTOPBIX
TpU CHIKEHUM MUHepaibHOol 1utoTHOocTH Koctu (MIIK) yBe-
nununBaeTcs. [ToaroMmy mo3BoHouHbIM cToa0 Tipu OIT sBisteTcst
OIHUM U3 CaMbIX YaCThIX OOBEKTOB MaTOJOTMYECKUX U3MEHe-
HUI. XpoHHUyecKast 60 00yclIOBIeHA HECKOJIBKUMU MPUYU-
Hamu. Tak, OMHON MX HUX SIBJISIETCS MOCTENIEHHOE CHUXEHUE
BBICOTBI T€Jl MO3BOHKOB («BEpPTEOpaJbHBIN KOJUIATIC»), MPU
9TOM 0O0JIb BO3HMKAET M3-32 KOMIIEHCATOPHOTO YBEIMUEHUS
MOSICHUYHOTO JIopro3a. B To ke BpeMss MHOXECTBEHHBIE Je-
¢dopManM MO3BOHKOB BbI3bIBAIOT MEXaHUUYECKOE CIABJIEHUE
CBSI30YHO-MBIIIEYHOTO anmnaparta. Kpome Toro, ecnu aedopma-
LU JIOKATU3YI0TCS B 00J1aCTU TPYIHOTO OTAEsa MO3BOHOYHHU-
Ka, 3TO BeleT K Pa3BUTHIO BBIPAXKEHHOTO TPYIHOro Kudosa,
CJIeICTBMEM KOTOPOTO SIBJISIETCS YBEJTMUICHUE TaBICHUS Ha ped-
pa ¥ MexXBepTeOpaTbHbIE CYyCTaBHBIE TOBEPXHOCTH, YTO IPUBO-
JIUT K BTOPUYHBIM JeT€HEePATUBHBIM U3MEHEHUSIM B TO3BOHOY-
HOM cToJI0E.

Ocrtpas 60sb B criHe nipu OIT yacto cBsizaHa ¢ BHOBb BO3-
HUKIIAM TIePeIOMOM TeJia TI03BOHKA, TIPU 3TOM OHA MOXKET JIO-
KaJIM30BaThCs B CIIMHE WX UPPATUUPOBATEH B TPYAHYIO KIIETKY,
OPIOLIHYIO MOJOCTh, OEIPO M BCIEACTBUE 3TOTO PE3KO OrpaHu-
YUBaTh (PYHKIMOHAIBbHYIO aKTUBHOCTb, a TAKXKE CaMOOOCTYXU-
BaHUeE, YTO OTSTOIIAET XU3Hb HE TOJBKO OOJBHOTO, HO U €T0 Ce-
MbU U OOLIECTBA B LIEJIOM.

Jst OIT mo3BOHOYHUKA XapaKTePHBI CIAEMYIONINE BUIBI JIe-
¢opmaruii Tes To3BOHKOB (puc. 1):

* TIepenHss KIMHOBUAHAs nedopMaius — HaubOoJblIee
YMEHbILIEHNE MepeHel BbICOTHI, B MEHbILEH CTENIeHU cpeqHel
BBICOTBI M1 HEM3MEHEHHas 3a[IHsIs1 BBICOTA TeJla TO3BOHKA;

* 3aHsISI KIMHOBHUIHAS NedopMalius — HauboJblee CHU-
JKeHUe 3aTHeU BBICOTHI, B MEHBIIIEH CTeTIeHU CpeIHEl BHICOTH U
HeOOJIbIIIOe WIKN OTCYTCTBUE CHUXKEHUS TIepeaHell BBICOTHI Tela
TO3BOHKA;

* OIHOCTOPOHHSISI BOTHYTasi nedopmauus (mpoJarc
BEpXHEW WM HUXHEN OMOPHOI IUIOLIAAKU BHYTPb Teja Mo-
3BOHKA) — YMEHBIIIEHWE CPeHEI BHICOTH U HEOOIbIIIOe CHU-
JKeHUe WM OTCYTCTBUE CHUKEHUS TepeIHell 1 3aHeil BICO-
THI TeJIa TTO3BOHKA;

* JBOSIKOBOTHYTasl nedopmarusi, win nedopmaiiust Teia
TIO3BOHKA TI0 THUITYy «PBIOBETO», — 3HAUYUTEIIBHOE YMEHBIIEHNE
CpeIHel BHICOTHI M HEOOJBIIIOe CHIKEHNE WU OTCYTCTBUE CHU-
JKEHWUS MEPEeIHEN U 3aHEN BBICOTHI TeJla IO3BOHKA;

* KOMIIpeCCUOHHas1 AedopMaliisi — paBHOMEPHOE UJIU He-
paBHOMEPHOE CHUXKEHME BCEX BBICOT TeJla TO3BOHKA.

Hnst orieHkM nedopMalvii TTO3BOHKOB BO BCEM MHUpPE
npumeHsiercst meton H. Genant [1] ¢ pacueToM WHIEKCOB: ne-
peoruil/3a0nuil undexc (OTHOILIGHUE TEpeaHEeil BBHICOTHI Teia
MO3BOHKA K 3aHEIl BBICOTE); cpedHuil/3a0Huil undekc (OTHO-
LIEHUe CpedHell BBICOTHI TeJla MO3BOHKA K 3aJHEN BHICOTE);
3a0ne/3a0Hull undexc (OTHOLIEHUE 3alHE BBICOTHI Teja IMO-
3BOHKA K 3alHUM BBICOTaM OJHOTO—IBYX BBINIEIEXKAIIUX U
OTHOTO—IBYX HUKEJIeXAINX TeJl T03BOHKOB). [Tpu aTOM MH-
nekc Tena nmo3soHka 0,8 (80%) roBopuT 0 HOpMaIbHON KOH-
dburypanuu tena nozBoHka; uHjaekc ot 0,76 1o 0,79 — o cna-
ObIX JehopMalMOHHBIX M3MeHeHusax; oT 0,61 mo 0,75 — 006
ymepeHHbIx nedopmanusax u <0,61 — o BbIpakeHHbBIX OCTEO-
MOPOTUYECKUX JehOPMAIIUSIX Te MTO3BOHKOB MPU MCKIIIOYe-
HUU APYTUX HEBOCMATUTEIbHBIX U BOCTIAJIMTEIBHBIX 3a00JIe-
BaHWI TO3BOHOYHMKA.

Kaunosuonas deghopmaus

Boenymas degpopmayus

Komnpeccuonnuiii nepesom

Puc. 1. Tunwr decpopmayuii nozeonkoe npu OI1
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InaBHo#t 3amaueit pu jaeyeHuun OIl sgBISIETCS CHUXEHUE
4acTOTHI OCHOBHBIX €T0 OCJIOKHEHMI — MEePeIOMOB, YTO TOCTH-
raercss HOpMaJu3alueil MpoIeccoB KOCTHOTO PEeMOEIMPOBa-
Hus, yBenuueHrem MITK u ynyuieHrem kayecta KocTu. Kiu-
HUYECKU 9TO TIPOSIBIISIETCSI B YMEHbIIEHNU 00JIEBOTO CUHAPOMA,
pacIIMpeHUU ABUTaTEeIbHOM aKTUBHOCTH, YIy4IIIEHUH KauecTBa
Kn3HU nanueHTa. [latoreHetnueckas Tepanus OIl Bkitovaer
mnpernaparbl, Kak 3aMeUIsIIolI1e KOCTHYI0 pe3op0oiuio (oucdoc-
donarer — B®, KaTBIUTOHUH), TAK U TTPEUMYIIIECTBEHHO YCH-
JIMBaloIe KOCTeoOpazoBaHue (TIApaTUPEOUIHBII TOPMOH), U
CpeCTBa, OKa3bIBAIOIIE MHOTOIUIAHOBOE IEWCTBME Ha KOCT-
HYIO TKaHb (CTPOHILIMS paHesaT, BUTaMuH D 1 ero akTuBHbIE Me-
TabonuThl). B KIMHUYECKUX MCCIeNOBaHMIX OBbLIO MOKa3aHo,
YTO BCE OTH IpernapaTthl B TOM WM WHOM CTeTIEHU YMEHbBIIAIOT
BbIpaXXeHHOCTb 00J11 B cninHe nipu OI1, ogHako 3TOT maToreHe-
Tyecknii 9¢GdeKT y OONBIIMHCTBA TMPENapaToB MPOSIBISETCS
npu JiuTeabHOM JeueHuu. [Ipu ocTpoii 6o B crimHe, 00ycIoB-
JIEHHOI OCTEOMOPOTUYECKUM MEPEeIOMOM TMO3BOHKA, Tpernapa-
TOM BBIOOpA SIBJISIETCS] KAIBLIMTOHWH, OJHAKO B peaIbHON KJIH-
HUYECKOI TIPaKTUKEe YacTo TPeOyeTcsl NOMOTHUTEIbHOe Ha3Ha-
yeHue obe3oonuBaroniei repanuu. KpoMme Toro, n3-3a BbICOKOM
CTOMMOCTH KaJIBIINTOHWHA OYeHb YacTO MAIMEHTHI C OCTEOTO-
pPOTUYECKUM TEPEIOMOM BOOOIIIE HE TOIYYaloT TAKOTO Jiedye-
HUS1, 1100 TONTyYaloT ero HeperysipHo. [ToaTomy yacto Bpauu
NpuberaloT K Ha3HAUYEHMIO HECTEPOMIHBIX MPOTUBOBOCIAIN-
TeabHbIX ipenaparos (HITBIT).

[MpuBonMM KIMHUYECKOE HAOJIOICHUE.

boavnas K., 65 aem, obpamunace c scarobamu Ha evipasicet-
HYI0 10KAaNbHYI0 004b @ HUJICHeM omoene CAUHbL, YCUAUBAIOUWYIOCS
npu deudiceHul, Komopas 603HUKAA NOCAe NONbIMKU NOOHAMb € NO-
cmenu aexcatezo podcmeennuka. llayuenmxa obpamunace K 8pa-
Yy nO Mecmy JICUmenbcmed, 8blNONHeHA PeHMeeH0PaAPUs NOACHUY -
HO020 0mOoena NO360HOYHUKA 6 NPAMOU NPOeKyUul, OUASHOCMUPOBAH
ocmeoapmpo3 (OA) no3eoHouHUKA U 3aN0003PEHA MENCNO360HKO-
8as epulca, peKoMeH008aHbl MACHUMHO-PE30HAHCHAS MOoMOoepa-
¢us (MPT) u koncysvmayus Hegpoaoea.

U3 anamnesa ussecmno, umo ¢ 1999 e., 6 éozpacme 52 nem,
nayuenmie 0bia nocmaener 0uaeHo3 nocmmenonaysanvhoeo OII,
moeda dce y Hee npousoulen nNepesoM Ae6oil naeuegoil Kocmu npu
nadenuu ¢ gvicomsi cobcmeentozo pocma. Ona nepuodutecku npu-
Humana npenapamel Kaavyus u eumamuna D, 6 meuenue nepoeo
200a nocne NOCMAHOBKU OUACHO3A NOAYHAAA 3AMECHUMENbHYIO
20PMOHANBHYIO mepanuio, Komopas 0bina npeKpawjeHa 8 cea3u ¢
B03HUKHOGEHUEeM Kucmbl neueru. B nocaedyroujue 200bl Hepeeyasp-
HO npunumana nepopansoie b®. Ipu konmpoavroii dencumomem-
puu 6 anpene 2012 e. OII nozeorounuxa coxpausics (puc. 2).

Ha 2-e cymku nocae 603HukHo8eHUs 60.1e6020 cuHopoma oopa-
munace 6 Llenmp npoguasakmuru ocmeonoposa PIBY «HUUP»
PAMH, 6 komopom KOHCYAbMUPOBANACL @ MmeueHue NOCAeOHUX
& nem. Ilpu obcredosanuu 6visa61eHbl 3HAYUMENbHOE 02PAHUYEHUEe
deudiceHuil 8 NOSACHUMHOM Omoene NO36OHOYHUKA, HANDPAdCeHUe U
601e3HeHHOCMb NPU NAABNAYUU NAPABepmMebpPaNbHbIX Mblull, 001b
npu narbnayuy U NOKOAA4YUEAHUU MOAOMOUKOM OCMUCMBIX OMPO-
CMK08 NO360HKO08 8 HUJICHeNOSCHUYHOM Oomaoene NO360HOYHUKA. B
Mo Jice 8pems He OMMe4eHO HapYUIeHUI 4y8CmeumensHocmu u 08u-
2aMeNbHbIX PAcCMpoicme, GbinadeHus: pegaekcos, (yHKUUs Ku-
WEHHUKA U MOYe8020 NY3bipsl He U3MeHeHbl. BoisigaeHo crudiceHue
pocma Ha 1,8 cm no cpasneruro ¢ 3aguxcuposanuvim 2 Hed Ha3a0
npu Koumpoavroti dencumomempuu. Ilpu MPT noscnuunoeo omde-
G NO360HOYHUKA OOHADPYIICeH KOMNPECCUOHHbII NepeaoM ¢ Ompbl-
60M eepxHenepedne2o yeaa meaa Liv ¢ pazeumuem peakmuenoeo no-
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Puc. 2. Pezyassmamor dencumomempuu no3eoHouHUKa y 604610t K.

CIMmMpaAeMamu4ecKo20 omeKka KochHo2o mosea meaa L 6 couema-
HUuu ¢ omekom maekux miauei (puc. 3). OcmanvHole meaa no360H-
K08 He UBMEHEeHbL, MeJICNO3860HKO08ble OUCKU He cycenbl. KocmHublil
MO32, HAX0O0AWUTICS 8 MEAAX NO360HKOB, UMeA 00bIMHYI0 UHMEHCUB-

Puc. 3. MTP nayuenmxu K. Komnpeccuonnuiii nepeaom ¢
0mpbiBoM eepxHenepedreeo yena meaa L
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Hocmy MP-cuenana, coomeemcmayioujylo 803pacmuoii Hopme, a
N0360HOUHbII KAHAA — HOPMANbHYIL nepeone3aonuil pasmep. [lpu
Aa60pamoprHom 00c1e008aHUU — NOKA3AMENU KAUHUMECKO020 U OUO-
XUMUYECKO20 AHANU308 KPOBU, AHAAU3A MOYU 8 NPedenax HopMbi.

B cea3u ¢ nanuuuem gwvipasicennoco 601e60e0 curHopoma nauyu-
eHmKe Ha3Ha4eH KanrbyumoHuH 10cocs (namoeenemuyeckuil npena-
pam oaa aeuenus nocmmeronaysanvioeo Ol ¢ ananveemuyeckum
deiicmeuem) 200 ME 1 pa3 6 denv. [lpu ocmeonopomuueckom nepe-
A0Me NO360HKA HE0OX00UMA MAKCUMAAbHO Obicmpas aKmueu3ayus
00NbHBIX, MAK KAK UMMOOUAU3AUUSL CAMA NO cebe MOdcem Heeamug-
Ho ompazumucs Ha cocmosnuu MITK u npusecmu k danvreiiuwemy ee
CHUDICEHUIO U YBeAUHeHUIO PUCKA NOGMOPHbIX nepeaomos. O0Hako y
Hawell nayuermku 06046 0cMasanacs Hecmepnumou (84 mm no euzy-
anbHoll ananoeosoll wikare — BAIIl), umo oepanuuueano gusuue-
cKkyro akmueHocmo. Kpome moeo, Haauuue nocmmpagmamu4eckoeo
DeaKkmueHoeo omeKa MaeKux mKaueli NOCAYICULO0 OCHOBAHUeM 05
npucoedunenus K namoeenemuueckoi mepanuu HIIBII ¢ evipasicen-
HbIM 00€3001UBAIOWUM U NPOMUBOBOCNAAUMENbHBIM Oelicmeuem —
auexnopenaxa (Aapman®, ledeon Puxmep) 100 me 2 paza é cymku.
Taxoice danvl pexomeHOayUy UCNONB308AMb NOAYICCCMKULL KOpCem,
uzbeeamov ceubamenbHbix 08UNCEHUN 8 N036oHouHUKe. Yepe3 5 Onell
601€601i cuHopom ymeHvutuacst 00 52 mm, k 10-my ouro — 0o 44 mm,
a Kk 15-my ouro — do 30 mm no BAIII, umo nocaysicuno ochosanuem
dna ommenvt HIIBII u navana 3ansmuii aeweOHoll (husKyabmypoil.
Tlayuenmxa npodondicuna aeuenue KarbyumMoHUHOM A0COCA @ meye-
Hue 2 mec, a 3amem 0blaa nepegedena Ha npuem anreHopoHama.

Oo0cyxnenne

[Tpy BOBHMKHOBEHUHU OCTPOI1 00U B ciMHE 6€3 BUAMMOTO
TPaBMaTUYECKOTO BO3AEHCTBMSI Yy KEHIIMH B TOCTMEHOIIay3e
HEoOXOAMMO TOMHUTh, YTO OJHOW W3 MPUYMH BTOr0 MOXKET
SIBUTBCSI OCTEOITOPOTUUECKHUIA TIepesIOM MO3BOHKA, TTPUYEM BbI-
PaXXeHHOCTh OOJTM MOXET OBITh OT HE3HAUYUTEIbHOU 10 BechbMa
cwibHOM [2, 3]. Jlng MOATBEpXXACHUS MWarHo3a JOCTaTOYHO
peHTreHorpaduu MO3BOHOYHNKA B OOKOBOI IMPOEKIINK, OTHAKO
Hallei 00JIbHOM BBITTOJHEH PEHTIEeHOBCKUI CHUMOK B TIPSIMOIA
MPOEKIUU, Ha KOTOPOM HE BBISIBJISLTUCH eOpMallMOHHbIE U3-
MEHEHMUSI TTO3BOHKA, U TOJBKO ITPU MTOCIIeNYIONIeM TTPOBEICHUN
MPT ycraHOBJIEHO HaJIMYMe KOMITPECCUOHHOTO Tiepesioma.

IIpn oGHapy:XeHMM TIepPeIOMOB TTO3BOHKOB BCETIa CIICIYeT
MpoBOAUTH MM (PepeHIINATBHYIO TUarHOCTUKY ¢ IPYTUMU 3a00-
JIEBaHUSIMU, KOTOPbIE TaKXKe MOTYT MPUBOAMTH K MX Pa3BUTHIO,
nipu 3toM OI1 siBsIeTCcsl IMarHo3oM rckioueHust. C 3Tol Leblo
MPOBOISITCS THIATEJbHBIN cCOOp aHaMHe3a 1 Leblii psi Jadopa-
TOPHBIX TECTOB: OOIIMI KIMHUIECKUIA M OMOXMMUIECKIIA aHAJT~
3bI KPOBHU, TPU KOTOPHIX 0CO00C BHUMAaHKE 00paIlaioT B TIEPBOM
cJydae Ha IoKa3aTeIu TeMOIIOOMHA, JTeMKOLIUTapHOM (hopMYyJIbI
n COD, a BO BTOPOM — Ha ypoBeHb KaJibLiusi, (pocopa, 11eaod-
Hoit pocdatasbl, kpeatuHuHa. [Tpu OIT a1 nokaszaTtenu OyayT B
npeneaax HOpMbl, a OTKJIOHEHUE OT Hee ClIeAyeT paccMaTpuBaTh
Kak MoKa3aHKe K JaJIbHEUIIIeMy TMarHOCTUIECKOMY TTOKCKY.

[Tpu mosiBACHUM KIMHUYECKUX TTPU3HAKOB KOMITPECCUOH-
HOTO TiepesioMa B HaYaJIbHBI TEpUOJ OCHOBHOE BHMMAaHME
TIOJKHO YIENSThCS aleKBaTHOMY KyMUpoBaHUIO 6oiu. B oct-
pbIii Mepuoa Tepamusi MOXET MPOBOAUTLCS HEOMUOUIHBIMU
aHanprerukamu wiu HITBII, a npu ctuxaHuu MHTEHCUBHOCTU
00JI1 B CIIMHE HAa3HAYAIOT JieueOHy0 (DU3KYJIBTYPY C YIIOPOM Ha
M30METPUYECKHUE yIIpaxkHeHus [4, 5].

B 1emoM ocTeomnmopoTHUecKuii TmepesioM, COMPOBOXKIAI0-
LIMIICS BBIpAXKEHHOM 007110, TpeOyeT MpuMeHeHUs 3 (MEKTUB-
HOro u 6e30MacHOro Iperapara ¢ y4eToM OOILIEro COCTOSIHUS

3I0pPOBbSI U HAJIMYMSI COMYTCTBYIOLIMX 3aboneBaHuii. Heobxo-
MO TakKKe YYUTHIBATH BO3MOXKHBIE TTIOOOYHBIE PeaKIUU, 0CO-
OEHHO Y JIMII CTapIINX BO3PACTHBIX TPYIIIT, JJISI KOTOPBIX HAaN0O0-
JIlee XapaKTepHBI TaKWe MepeoMbl. Y Halllell MalUeHTKH ObLT
HCIIOJIB30BaH alleKJIo(peHaK — MPOU3BOIHOE (DeHUIALIETUIOBOM
KUCJIOTHI, MO CTPYKType OJM3kuii K aukiaodeHaky. [1pu nepo-
paJbHOM NMPUMEHEHMU TMperapaT ObICTPO U MOJTHOCThIO BCACHI-
BaeTcs, U ciycTs 1,5—3 9 mocTuraercst ero MakCuMasibHasi KOH-
meHTpauust B Kposu [6]. DapmakokuHeTHKa anekiaopeHaka B
3aBUCUMOCTH OT BO3pacTa OOJBHBIX HE pa3inyanach Kak MpHu
OIHOKPATHOM, TaK W IPHU MPOIOJIKUTEIBHOM €ro Ha3HauYeHU!
[7]. AueknodeHak nogapisieT aKTUBHOCTh 00erX (hOpM LIUKII00-
keureHassl (LIOI), Ho B 6onbiieit creriedu LIOT 2, yTo B HEKOTO-
poii Mepe npubMXKaeT ero no mexanusmy neictaus K LLOT 2-ce-
nektuBHbIM HIIBIT [8]. Tak, mo manubiM S. Saraf [9], cooTHO-
meHre MHrnompyomux KonneHtpanuii LIOI 2/L1OI 1 y sToro
npenapara coctasisieT 0,26, 4TO MEHbIIIE, YeM y 9TAJJOHHOTO Ce-
nektuBHoro uHruouropa LIOI" 2 nenekokcu6a (0,7) [9]. Uccne-
noBanue B. Hinz u coaBt. [10] moka3zajio, 4To rocje npuema
100 mr aueknodeHaka aktuBHocTh LIOT 2 B HeliTpodunax ue-
JToBeKa OJ10KupyeTcst 6ostee yeM Ha 97%, B TO BpeMsl KaK aKTUB-
HOCTb «(usunoiornyeckoi» O 1 — nuuib Ha 46%. [Tpu npue-
Me 75 Mr nukiodeHaka 3TO COOTHOIIEHNE ObLIO CYIIECTBEHHO
XyzKe 1 cocTaBisiio 97 u 82% cooTBeTcTBEHHO. [ToMUMO OCHOB-
Horo (apmakosnoruueckoro adexkra (oaokaasl LIOI 2), mis
alekyioeHaka XapakTepHO TMONABIeHUE CUHTE3a BasKHEHIIINX
MPOBOCITAJIUTETbHBIX IIUTOKMHOB, TakuxX Kak MJI 1 u ®HO [9].

Db dHeKTUBHOCTD alleKJIoheHaKa ITPOIeMOHCTPUPOBaHA y Ta-
LIMEHTOB TIPH PsIZie PEBMAaTUYECKUX 3a00JIeBaHMIA, COITPOBOXKIAI0-
LIMXCST 0OJIBbIO ¥ BOCTIAJIMTEIbHBIMU PeakMsIMU. Tak, cpaBHEHHE
aleksioheHaka ¢ MpoCTbIM aHATBIETUKOM MapaleTaMoioM MoKa-
3aJ10 €ro O60JIbIIYI0 9(dOEKTUBHOCTD MPY JIy4llel TepeHOCUMOCTA
y 60bHBIX OA [11]. O6e300nuBatomas aktuBHOCTb 100 Mr arek-
JoheHaKa 10 MPOIO/DKUTEIBHOCTH OECTBUS TIPEBBIIIAET TaKO-
ByIO nociie mpueMa 650 mr nmapateramosia. Kpome Toro, uMeroTcst
JIaHHbIE 00 MCMOJIb30BAHUHU €T0 JUISl KYITMPOBAaHUST OCTPBIX 00JIe-
BbIX CUHAPOMOB MPU CTOMATOJOTMYECKUX W TMHEKOJIOTMUYECKUX
3a0oseBaHusx [12, 13]. MccnenoBaHust okasaju, 4To alekiaode-
Hak 00J1a/1aeT JOCTAaTOYHO BBIPAXKEHHBIM 00€300JUBAIOIIM (-
(hexToM, conmocTaBUMbIM C TaKOBbIM 0cHOBHBbIX HITBIT — qukiio-
(enaka, ketonpodeHa, HaITPOKCeHa, MMPOKCUKaMa, MHIOMeTa-
uuHa. Tak, M. Schattenkirchner u K.A. Milachowski [ 14] mpoBenu
PaHIOMU3UPOBAHHOE ABOMHOE CJIETNoe UCCIeNOBaHUE MO CpaBHE-
HUI0 3(h(MEKTUBHOCTU U MepeHocUuMOocTH atlekiodeHaka 100 mr
2 pa3za B cyTku 1 qukinodeHaka 150 mr/cyt B Teuenue 10 qHeii y
227 malyeHToB C OCTPOii OOJIbIO B HIDKHEM OTaeNIe CIMHEL. Yepes
10 mHelt TedeHusT cpeaHee CHDKEHNE BIPaXKeHHOCTH 001 ObLIO
MPUMEPHO OIMHAKOBBIM: - 61,6 1 -57,3 MM o BAILI cootseTcT-
BeHHO. OTHAKO ITOJIHOE KYITMPOBaHKE OO OTMEYaIOCh y 6 60JIb-
HBIX, TPUHUMABIINX alleKJopeHak, W JUIIb y 1, IMoJyJaBIIero
IMKIIO(EeHaK. ABTOPBI OTMETUIIN aHAJIOTMIHBIN aHAIBIe TUICCKUI
a3 dekT 000MX MpernapaToB, HO B TO XK€ BpeMsT TEHICHIINIO K JIy4-
1Ieil MepeHOCUMOCTH alleKJIoheHaKa.

Hawnbosee kpynHbIM UccienoBaHueM 3QGEKTUBHOCTH alle-
Ki1odeHaka B peaibHOM KIMHMYECKOU MpakTuke ctana EBpo-
Telickasi IporpaMma OlleHKY YIOBJIETBOPEHHOCTH Bpauel U Ia-
LIMEHTOB pe3yJIbTaTaMU aHaJIbIeTHYeCKOM Tepanuu. Mcciemye-
Myto Tpyrmy coctaBwin 23 407 OOJIBHBIX, MCITBITHIBABIINX
00Jib, CBSI3aHHYIO C PEBMATMYECKOM TMaTOJOTHEH, TpaBMamu
WY TIepeHEeCEHHBIMM OTiepalusMu, 6osiee OJOBUHBI U3 KOTO-
pbIX ObUIM HE YIOBJIETBOPEHBbI MpEAlIeCTBYIOIICH Tepamnueit
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HIIBII, yTto siBUOCH MPUYMHON JUIsI TIepexoaa Ha auekiode-
Hak. Pe3ynbraThl McciienoBaHus ObLTM OLICHEHBI €r0 OpraHu3a-
TOpaMM Kak MpeBOCXoiHble. B KoHIle HabmoneHust 85% 60Jib-
HBIX OLEHWIN 3 (GEKTUBHOCTD alleKIo(peHaKa KaK «OUeHb XO-
potiyio», 32% OTMETHIN IIOJHOE KYITUPOBaHUE 0OJIM, a YUCIO
MalreHTOB, HA MOMEHT BKJIIOUEHUSI B UCC/IeIOBAHKE OIICHUBAB-
KX 6OJIb KaK «TSKEIYI0», CoKpaTtuiiochk ¢ 41 1o 2% [15].

Cpeny manyreHTOB CTapIIMX BO3PACTHBIX TPYIIIT OTMEYaeTCst
BBICOKAST YaCTOTA COIYTCTBYIOIINX 3a00JIeBaHMIA, TTO3TOMY HE00-
XOIMO YYUTHIBATH BO3MOXHOCTh BOBHUKHOBEHMSI Y HUX HEXKeJa-
TeNbHBIX sIBJIeHUI npu HazHaueHuu HITBII, a npernapaTtoM BbI6O-
pa OyZIET TOT, KOTOPbIi P BLICOKOM 3(P(HEKTUBHOCTU OTJINYAETCS
JIy41Iei mepeHocuMOocCThio. M3BecTHO, uTo mpumMeHenue HITBIT y
psizia MalyeHTOB OTPaHNYMBACTCS M3-3a PUCKA Pa3BUTHSI TOOOY-
HBIX SIBJIEGHUI CO CTOPOHBI XeJTy1ouHo-KuieuyHoro TpakTa (2KKT).
IIpu sToMm Bo3pact crapie 60 et npy HasHavennu HITBIT sBiist-
etcs (pakTopoM prcka pa3sutust HI1BII-ractponaruii.

B npocniektuBHOM ucciienoBanu SAMM, BxitouaBiieMm 10
142 GoJIbHBIX, KOTOPBIE B TeyeHHe 12 Mec MpUHUMAJIU alleKJI0-
denak (n=7890) B no3e 100 Mr 2 pa3za B CyTKM U1 AUKIO(DEHAK
(n=2252) 75 mr 2 pasza B CyTKH, B LIeJIOM ObLIa OTMEYEHA XOPO-
11ast IepeHOCUMOCTD TTpernapaToB. Hanbosee yacToie ToO0OYHBIC
peakiuM, KakK M CJIeIOBajo OXWAaTh, PErMCTPUPOBATIUCH CO
cropoHbl XKKT. nucrencuyeckue siBleHUsI, TOLIHOTA, OOJb B
KUBOTe. B TO ke Bpemsi yacToTa MOOOYHbBIX peaklMii B rpymie
anekyiodeHaka oni1a 3HaunMo Hke (10,6%), yeM B rpyIie au-
kiodenaka (15,2%; p<0,001). OTmMeHa Tepanuy U3-3a HeXeJla-
TeTbHBIX 3(P(HEKTOB TaKKe JOCTOBEPHO pexke HabJomaiach Ha
(done npuema anexinodenaka (p<0,001) [16].

Bakneimmm 1oka3zaTeJbCTBOM OTHOCUTEIbHO HU3KOTO PUC-
ka onacHbIX ZKKT-0cI0XXKHEHMIT ITpU UCITOIb30BaHUU alleKIoge-
Haka CTaJI1 IOIyJIsSIMOHHBIe uccaenoBanus [17, 18]. B obeux pa-
6oTax anekinodeHak IeMOHCTPUPOBAT HAUMEHBIINNA PUCK pa3-
BUTHS XKEJTYITOUHO-KUIIICYHOTO KPOBOTCUEHHUSI TI0 CPAaBHECHMIO C
TaKOBBIM TIPM MCITOJIb30BaHUM Bcex HecenekTuBHbIX HIIBII, a
TakkKe MeJlokcukama u Humecynuaa. Tak, A. Lanas u coasr. [18],
M3Y4YUBIIIME JaHHbIE O KpOBOTeUeHUsIX y 2777 60abHbIX (5532 na-
LIMEHTA COCTaBUJIM KOHTPOJIbHYIO TPYIIIY), MOCTYIMUBIINX B KJTH-
aukn Mcnanum B 2002—2004 IT., BBISIBIIN, YTO OTHOCHTETBHBIM
puck (OP) maHHOTO OCIOXHEHUS TPU MCIIOJIb30BaHMM alleKIIO-
(denaka cocrasuia 2,6 (1,5—4,6). OP npu ucnonbp30BaHUN TUKIIO-
(benaka 6611 3,1 (2,3—4,2), ndynpodena — 4,1 (3,1-5,3), Hanpo-
kceHa — 7,3 (4,7—11,4), keronpodena — 8,6 (2,5—-29,2), uaaome-
taumHa — 9,0 (3,9—-20,7), nupokcukama — 12,6 (7,8—20,3) [18].

B otmenpHBIX paboTax IMOKa3aH CYIIECTBEHHO MEHBIIHiA
YJIBLIEPOTeHHBIN MTOTeHLIMAN allekinodeHaka — B 2; 4 u 7 pa3
MEHbIIIe, YeM Yy HalpoKCeHa, MUKIo(peHaKa W MHIOMEeTallMHa
cooTBeTCcTBeHHO. Mexanusm ayumeit 2KKT-nepeHocumocTu
allekao(eHaka HesICeH; HEKOTOpPble aBTOPbI CBSI3bIBAIOT €ro C

OTCYTCTBUEM BJIMSIHUSI HA CUHTE3 Psiia €CTECTBEHHBIX KOMIIO-
HEHTOB 3allIUTHOTO CJI0S1 CIM3UCTON 000JIOUKH XKefynka (B ya-
CTHOCTHM, TE€KCO3aMMHA), a TakXe YCWIEHUEM MOJACIU3UCTOTO
KpoBoToKa [19].

B meTaananuze 13 paHIOMU3UPOBAHHBIX KITMHUUECKUX UC-
cJIeJOBaHUIA ¢ OOLIUM YMCIOM YYaCTHUKOB 3574 moka3zaHa Jiy4-
1Iast MepeHOCUMOCTb alleKIodeHaKa Mo CpaBHEHUIO C TUKIode-
HaKOM, WHIOMETAIIMHOM, HAIIPOKCEHOM, MMMPOKCUKAMOM U Te-
HOKcUKamoM [20].

[puem anexiodenaka acCoMMPOBANICS Takxke U ¢ Oolee
HU3KMM PUCKOM pa3BUTHUSI MH(apkTa Muokapma — OP 1,23
(0,97—1,62), yem npuem mHaoMeTarmHa — 1,56 (1,21-2,03),
uodynpodeHa 1,41 (1,28—1,55) u pukinodenaka — 1,35
(1,18—1,54) [21].

CunHzipoM G0 B CIUHE Y TAMEHTOB C TepBUYHBIM OT1
00YCJIOBIIEH HE TOJIBKO KOMITPEeCCHel TTO3BOHKOB, HO U COITYTCT-
BYIOLIMMU 3200JIEBAaHUSMY MTO3BOHOYHUKA, OMHUM U3 KOTOPBIX
B MOXWJIOM Bo3pacTte siBjigeTcs: OA, 4TO MOXET 00yCJI0OBIMBATh
JOTIOJTHUTEIbHBIN BKJIAL B Pa3BUTHE U MOIAEPKaHUE OOJIEBOTO
cuHapoma. OueHb BaxkHbIM acriekToMm npumeHenust HITBIT npu
OA sBIsIeTCSI UX BO3MOXHOE OTPUIIATEIbHOE BIUSTHUE Ha XPSIIIL.
B nccnenoBanmsix in vivo o0HapykeHO, 4TO alleKiao(peHaK B KOH-
LIEHTPALIMU, COOTBETCTBYIOLLEH TAKOBOW B CUHOBUAJIBHOW XU~
KOCTU TIpU TIEPOPaTbHOM TMpHUEMe, OKa3blBaeT OJaronpusTHOE
NEeUCTBHE HAa METa0OIM3M MPOTEOTTIMKAHOB U THATyPOHOBOM KU~
CJIOTHI B XpsiiieBoil TkaHu 1ipu OA, XOTsI 10 KOHIIa U He HOpMa-
JIM3yeT U3MEHEHUSI, BBISIBIsIEMbIe TIpU 3TOM 3aboseBaHuu [22].
M3BectHO, uTO aHTaroHuUcT pertentopa MJI 1 urpaer BaxHylo
MPOTEKTUBHYIO POJIb B TIpOLeccax AeTpajalliy XPsIlia myTeM WH-
rubupoBaHus aktuHocTy MJI 1, 6J10KUpyst TaKM 00pa3oM CTH -
MYJISILMIO CHHTe3a MpocTariaHavuHa E:, a moBbllleHUE ypOBHS
OKCHJIa a30Ta, HaOJI0JAeMOe MPU BOCHAIUTENbHBIX PEaKIIUIX,
TaKXe OKa3bIBaeT OTPUIIATEIbHOE BJIUSIHUE HA COCTOSIHUE XPSi-
meBoit TkaHu. E. Maneiro u coaBT. [23] moka3aiu, 4To aleKI0-
(eHax MOXeT MOBBIIIATH TTPOAYKIIUIO AHTATOHKCTA PELIEeNTopa
WJI 1 u cHUXXaTh CUHTE3 OKCHJIA a30Ta, YTO TAKXKE MOXKET CBUIE-
TEJIbCTBOBATh O XOHAPONPOTEKTUBHOM 3 deKTe npemnaparta.

Taxum o6pazom, y nauueHToB ¢ OIl oueHb YacTO BO3HU-
KaeT 00Jib B CIMHE, 00YCIOBJIEHHAS KaK MepeioMaMu MO3BOH-
KOB, TaK M BTOPUYHBIMU JETEHEPATUBHBIMUA U3MEHEHUSIMU B
MO3BOHOYHOM cToJiOe. [1o3TOMYy KynupoBaHUE WM XOTs Obl
YMEHbIIEHUE BbIPaK€HHOCTU OO0JEBOTO CHUHIpPOMA SIBISIETCS
OIHOM M3 OCHOBHBIX 3alay JIeYeHUs Takux 0oybHBIX. C 3TOM
Leablo MoryT ucnosb3oBathess HITBII, B yacTHOCTH aliekio-
(eHak, — appexTuBHBIN Npenapar ¢ npueMaeMbIM poduieM
6e3omacHocTr. OQHAKO ClleAyeT TOMHUTh, YTO CUMITTOMATH -
YeCcKoe JIeUeHNe He TOJKHO MOAMEHSITh COO0N OCHOBHYIO TMa-
ToreHeTuueckyio tepanuio OIl, oHO JuIlIb JOMOJHSET ee TIPU
BBIPAXKEHHOM 00JIEBOM CHHAPOME.
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OnbiT NPMMEHEeHUa HHrubutopa UN 18
(AaHAKMHpA) V NaUMEHTaA
¢ GINGA/NOMID-cuHapoMoOmMm

C.O. Canyruna, E.C. ®enopos, H.H. Ky3pmuna
DOIBY «HUHP» PAMH, Mockea

CINCA/NOMID-cunnpom (Chronic Infantile Onset
Neurologic Cutneous Articular/Neonatal Onset Multisystem
Inflammatory Disease — xpoHW4YecKuii MyIaieHIeCKUT HEPBHO-
KOXHO-apTUKYJSIPHBIA CUHAPOM/MJIaIeHIeCKOe MYJIBTUCH-
CTEMHOE€ BOCHAJIUTENbHOE 3a00JIeBAHUE) OTHOCUTCS K TpYIITe
PEeIKUX BPOXAECHHBIX ayTOBOCMAIUTENbHBIX 3a007eBaHUI/CUH-
npomoB (ABC) — KpUONMPUH-aCCOLMUPOBAHHBIX MEpUOINYEC-
ckux curapomoB (CAPS) [1, 2]. KpoMme naHHOIi atoioruu, Ko-
TOpas SIBJISIETCsl HanboJee TSKENoi 10 TeUeHUIO W TTPOTHO3Y, B
rpyry CAPS Bxonsar takke ceMeitHbii xonomoBoit ABC/cemeii-
Hast xonomoBasi kpanuBHuIa (Familial Cold Autoinflammatory
Syndrome/Familial Cold Urticaria — FCAS/FCU) u cunapom
Maxkia—Yamica (Muckle—Wells Syndrome — MWS).

Bce Tpu 3a6071€BaHUs JAHHOW IPYIIbI 00YCAOBIEHBI MyTa-
uwueii rena CIAS 1, pacmonoxkeHHOTo Ha [UIMHHOM Tiiede |- ma-
PBI XpPOMOCOM U KOIMPYIOIIETo OeJT0K KPUOMMPUH, 0003HaYae-
mbiit Takke kak NALP3, PYPAF1, CATERPILLERI1.1, NLRP3
[3—8]. Tun HacnemoBaHMsI 3a00JieBaHUS — ayTOCOMHO-JIOMU-
HaHTHIA [2, 3, 6]. Mytaums CIASI-reHa oOHapyXUBaeTCs He Y
BceXx 60bHBIX: cpenu mamueHToB ¢ CAPS — tonbko y 60%, ¢
MWS u NOMID —y 50—70%, uTo yKa3biBaeT Ha TeHETUUECKYIO
TeTePOTeHHOCTh TUX TPeX CUHAPOMOB |3, 9].

3a mepBbIe 2 TO/Ia MOCJe CO3MaHMS MEXIYHAPOIHOTO pe-
ructpa ABC EUROFEVER B Hero BkitoueHo 180 marnueH-
toB ¢ CAPS [10, 11], x0Ts1 B peaibHOI TIpaKTUKE UX 3HAYU-
TeJbHO OOJbIle, TPU 3TOM onucaHo 6osee 100 MalMeHTOB ¢
CINCA/NOMID-cunapomom [12]. CBeneHusi o pacrpo-
CTPAHEHHOCTHU 3TUX CUHAPOMOB B MUpe BapuabeslbHbl U 3a-
YacTyl0 HEJIOCTOBEPHBI M3-3a HEAOCTATOYHON MHGOPMUPO-
BAaHHOCTH Bpayeil 06 3TOM 3a00JeBaHUU U BCAEACTBUE 3TOTO
runo- unu runepauarnoctuku. Yacrora CINCA/NOMID,
Hanpumep B CILA, cocraBaseT okosno 1 Ha 1 muaH [13], x0T
CMeUUaNbHbIX UCCIEIOBAHUI HE TTPOBOAUIOCH U BEPOSITHOE
YUCJIO HEAUarHOCTUPOBAHHBIX cjydaeB, ocobeHHO MWS,
MOXET OBbITb OOJIbIIUM.

CINCA/NOMID-cunapowm siBisieTcss Hanbosree TSKeToi
dopmoii CAPS. BriepBoie oH omucad B 1973 1. J. Lorber [14,
15], B 80-e ronpl ero uszyuanu A.M. Prieur u C. Griscelli, moa-
TOMY MHOTAA MOXHO BCTpeTUTb HaszBaHue «Prieur—Griscelli
syndrome», 3atrem D. Goldsmith, a B nanbHeiiliemM u apyrue
aBTOPBI MPEIJIOXWIA pacCMaTPUBATh ero KakK OIpene/eHHBIN
KJIMHUYEeCKUI Tun 3aboseBanust [16—21]. Cunapom omnucaH
KaK XpOHMYEeCcKOe BOCIAJIUTEIbHOE 3a00JieBaHUE C CHITbIO,
CYCTaBHOI CUMITOMATUKOW M XPOHUYECKUM ACENTUYECKUM



